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PROCEEDINGS 

LEE  E.  SCHACHT,  Ph.  D.  : The  hearings  for  the  Commission  for 
the  Control  of  Huntington's  Disease  and  Its  Consequences  will  come  to  order. 

My  name  is  l.ee  Schacht.  I would  like  to  welcome  each  of  you  to  this,  our 
fourth  public  meeting.  The  Commission  was  established  under  Public  Law 
94-62  and  is  charged  with  the  responsibility  of  developing  a national  plan  which 
will  lead  to  the  control  of  Huntington's  Disease  and  Its  Consequences.  In  addi- 
tion, the  Commission  is  responsible  for  delivering  to  Congress  next  year  its 
recommendations  which  will  set  forth  national  goals  and  priorities  and  will 
recommend  the  necessary  resources  and  implement  the  plan. 

At  this  time,  I would  like  to  take  a few  minutes  to  have  the  other 
Commission  member  who  is  present  introduce  herself.  Would  you  please? 

GUTHRIE:  Yes,  I am  Marjorie  Guthrie  from  the  Committee  to 
Combat  Huntington's  Disease. 

SCHACHT:  Joining  us  a little  later  will  be  Dr.  Nancy  Wexler  who 
is  the  Executive  Director  for  the  Commission.  I would  like  now  to  take  a 
few  minutes  to  comment  about  the  process  that  we  will  be  following  the  remain- 
der of  the  day.  Due  to  the  fact  that  we  will  be  here  only  one  day,  it  will  not 
be  possible  for  us  to  hear  anyone  . . . everyone  who  has  requested  an  opportun- 
ity to  appear  before  the  Commission.  I would  like  to  assure  you,  however, 
that  your  comments  will  be  read  by  the  Commissioners,  taken  into  their  con- 
sideration as  we  develop  our  recommendations  and  that  your  statements  will 
appear  in  the  published  official  proceedings  of  the  Commission.  Your  comments, 
ideas  and  viewpoints  are  highly  regarded  and  will  be  valuable  in  our  purpose. 

We  will  be  forced  today  to  limit  your  testimony  to  approximately  five  minutes 
and  thus  leave  sufficient  time  for  us  to  ask  questions  and  to  expand  upon  your 
ideas  which  will  provide  you  with  an  opportunity  to  ask  us  some  questions  as 
well.  If  we  have  time  at  the  end  of  the  session,  however,  we  will  entertain 
questions  from  the  floor  for  those  of  you  who  have  not  had  the  opportunity  to 
testify  previously.  It  is  our  plan  to  commence  taking  testimony  and  continue 
until  noon.  We  will  then  take  a one  hour  lunch  break,  return  at  1:00  p.  m.  and 
resume  the  hearings  until  adjournment  at  5:00  p.m.  or  sooner,  if  everyone 
has  had  an  opportunity  to  testify. 

I would  like  to  make  one  additional  comment.  While  this  Commis- 
sion is  charged  with  looking  into  the  problems  of  Huntington's  disease,  it 
has  in  fact  expanded  its  role  of  necessity,  and  because  we  strongly  feel  that 
there  are  other  degenerative  neurological  diseases  similar  or  identical  in 
nature  which  need  to  be  taken  into  consideration.  And  thus  we  do  appreciate 
testimony  from  other  groups  who  have  similar  hereditary  neurological  diseases. 
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At  this  time,  I would  like  to  call  the  following  individuals  to  come 
to  the  table:  Dr.  Jean  Harder,  Resident  Neurologist,  Minneapolis  General 
Hospital,  University  of  Minnesota;  Mr.  Henry  Schut,  Vice  President,  Board 
of  Directors,  National  Ataxia  Foundation,  Minneapolis,  Minnesota;  Dr.  J. 

Carl  Elkins,  Member  of  the  Board  of  Directors,  National  Ataxia  Foundation; 
and  Maryann  Powell,  Volunteer,  National  Ataxia  Foundation. 

TESTIMONY  OF 
JEAN  HARDER,  M.D. 

RESIDENT  NEUROLOGIST 
UNIVERSITY  OF  MINNESOTA  HOSPITAL 

HARDER:  Madam  Chairman  and  Distinguished  Guests  and  Dis- 
tinguished Members  of  the  Commission,  my  name  is  Dr.  Jean  Harder  and  I 
am  a resident  at  the  University  of  Minnesota  in  neurology,  and  I am  repre- 
senting Dr.  Larry  Scott,  who  is  Regional  Medical  Director  of  the  National 
Ataxia  Foundation  and  the  Committee  to  Combat  Huntington's  Disease  in 
Minneapolis.  Unfortunately  he  was  taken  ill  and  was  unable  to  be  here  for 
the  presentation. 

I worked  with  Dr.  Scott  and  predominantly  with  the  National  Ataxia 
Foundation  for  the  last  three  years,  but  since  I've  been  involved  in  the  neurol- 
ogical diseases  I've  really  become  convinced  that  there  are  a great  deal  of 
similarities  in  all  of  these  hereditary  degenerative  neurologic  diseases,  and 
I think  that  both  Huntington's  disease  ahd  ataxia  have  very  many  simi- 
larities. One,  of  course,  is  the  age  of  onset  and  the  similar  hereditary 
pattern;  they  all  involve  degeneration  and  loss  of  neurons  within  the  central 
nervous  system;  and  they  all  have  disastrous  social  and  economic  implica- 
tions for  both  the  family  and  the  community. 

Ataxia  specifically  involves  loss  of  cerebellar  pathways  which  are 
responsible  for  coordination  and  it  also  involves  selective  loss  of  other  kinds 
of  pathways  within  the  brain  stem  and  the  spinal  cord,,  so  that  patients  ulti- 
mately have  involvement  of  their  vision,  swallowing,  their  speech  and  they 
just  lose  contact  with  the  environment. 

Huntington's  disease  is  very  similar  to  this.  It  involves  degenera- 
tion of  centers  that  are  responsible  for  the  control  of  motor  movements  and 
also  the  cerebral  cortex  which  is  primarily  responsible  for  our  thought  pro- 
cesses. So  that  all  of  these  are  very,  very  much  related  and  even  as  the  di- 
sease progress  in  both  of  these  disorders,  ultimately  they  all  have  influences 
within  the  brain  themselves  that  at  the  end  stage  of  any  of  these  diseases, 
they  look  very  similar.  So  it  seems  reasonable  that  any  kind  of  scientific 
tools  that  we  use  to  elucidate  the  ideology  and  pathology  of  one  is  going  to 
be  very  helpful  in  the  understanding  of  these  other  disorders. 
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What  we're  asking  for  today  is  sort  of  coordination  and  support  of 
the  genetic,  the  biochemical  and  the  micropathologic  techniques  so  that  we 
can  have  a united  scientific  effort  to  answer  the  dilemma  that  these  diseases 
pose. 


The  National  Ataxia  Foundation,  which  1 am  acquainted  with  pre- 
dominantly, has  really  a vision.  And  this  vision  entails  three  things:  First 

of  all,  to  make  the  families  and  the  patients  aware  of  what  this  disease  really  is 
and  that  ifk  not  just  some  kind  of  curse  for  an  ancient  wrongdoing  in  the 
family.  Also,  to  make  physicians  aware  and  I think  that  recent  polls  by  the 
National  Ataxia  Foundation  found  that  42%  of  patients  with  ataxia  really  had  a 
wrong  diagnosis  given  to  them  early  in  the  disease.  And  many  of  these  pa- 
tients were  diagnosed  as  having  multiple  sclerosis.  So  it!s  really  important 
that  we  get  this  information  out  to  the  physicians  and  to  the  neurologists  so 
that  they  really  know  what  these  diseases  are  all  about. 

Lastly,  itfe  to  encourage  the  community  to  be  responsible  and  to  be 
aware  of  this  so  that  we  can  sort  of  elicit  their  resources  to  help  these 
people.  What  we've  done  on  a very  limited  scale  is  to  have  three-day  ataxia 
clinics  throughout  the  country,  and  Dr.  Scott  and  1 and  other  people  have 
examined  many  patients  and  and  just  this  summer  they  discovered  80  new 
families  --just  in  an  area  of  Michigan  alone--that  had  never  been  diagnosed 
before.  We  feel  that  these  clinics  offer  a multidisciplinary  approach  involv- 
ing geneticists,  social  workers,  and  physicians,  all  of  which  can  help  the 
patient  understand  and  cope  with  the  disease.  We  also --Dr.  Scott  has  been 
involved  with  genetic  counseling.  We  feel  that  right  now  the  only  way  to 
really  stop  the  disease  is  to  encourage  members  who  have.  . . patients  who 
have  ataxia  not  to  have  children. 

So  we  don't  have  a cure  and  we've  just  really  begun  starting  this 
whole  process.  We  have  a lot  of  energy,  we  have  a lot  of  enthusiasm,  we 
have  talent,  we  have  know-how.  What  we  really  need  now  and  are  asking 
for  is  your  support.  Thank  you. 

GUTHRIE:  I would  like  to  just  ask  you,  if  1 may.  Dr.  Harder, 
in  the  traveling  around  in  your  three-day  clinic,  when  you  find  people,  what 
are  you  able  to  do  for  them  or  offer  them  after  you  leave? 

HARDER:  That's  really  a big  issue  and  that's  the  thing  we've 
tried  to  address  ourselves  to  and,  for  example,  I did  not  go  on  this  last 
trip  to  Michigan,  but  the  one  before,  we  actually  set  up  a National  Ataxia 
Foundation  Chapter.  We  got  the  chapter  started,  we  got  the  local  neurolo- 
gists involved  and  we  know  that  its  impossible  for  our  small  group  to  really. 
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you  know,  tie  the  whole  thing  together  but  what  we  do  is  establish  the  Founda- 
tion, got  them  part  of  our  newsletter,  we've  got  the  families  really  excited 
about  it  because  for  the  first  time,  somebody's  really  cared  about  them.  So 
they  become  involved,  and  we’ve  got  the  physicians  aware  so  that  they're  now 
starting  to  deal  with  this  problem  in  the  medical  community.  They've  got  a 
coordinated  center  in  Minneapolis  so  they're  getting  our  newsletter,  ideas 
about  how  to  raise  funds  and  hopefully  this  is  a beginning.  Its  certainly  not 
an  end  ansv/ier  but.  . . 

GUTHRIE:  That's  my  concern,  that  we've  found  that  with  the 
Huntington's  families,  once  you  get  them  aware  of  the  problem,  there  are  so 
many  obstacles  to  continuing  and  getting  the  help  and  resources  that  we  need. 

I assume,  though,  that  you're  implying  that  you  do  have  those  same  problems. 

HARDER:  Oh,  definitely. 

GUTHRIE:  You've  only  got  the  seed  planted.  Nobody's  watered  the 
plant  yet.  Right? 

HARDER:  Right.  That's  definitely  right. 

GUTHRIE:  That's  what  I thought.  Thank  you. 

SCHACHT:  I had  one  question  or  two  of  them,  I guess.  First  of 
all,  do  you  feel  that  in  this  concept  of  a clinic--diagnostic  clinic--that  one 
could  have  joint  clinics  for  both  Huntington's,  ataxia,  etc.  ? 

HARDER:  Definitely.  What  we  do,  too,  like  I know  with  the 
National  Ataxia  Foundation  in  Minneapolis,  the  clinics,  we've  got  the  Friedreich's 
people  involved  and  people  that  don't  really  know  what  they  have,  they  have 
some  kind  of  neurologic  disease  but  they  may  turn  out  to  have  M.  S.  , they 
may  turn  out  to  have  Huntington's  Disease,  and  they  come  because  they  know 
that  something  is  wrong  in  their  family  and  they  really  don't  know  what  it  is. 

So  it  would  be  very  possible  to  have  these  join  with  people  who  have  known 
Huntington's  disease  and  whatever,  and  work  together. 

GUTHRIE:  I'll  just  comment  on  that  vein,  and  I would  like  to  say 
that  long  ago  we  did  have  a concept  that  there  is  such  a place  called  perhaps 
a neurological  center  that  could  then  handle  all  of  the  kinds  of  patients  that 
you're  speaking  of.  You  would  probably  like  that,  wouldn't  you? 

HARDER:  I think  we  would. 

SCHACHT:  Do  you  have  any  really  good  treatment  for  ataxia? 
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HARDER:  We  don't.  In  all  honesty,  I mean  we  don't  have  a treat- 
ment. 1 can  say  that  what  I look  forward  to,  because  I'm  involved  in  medicine 
and  I've  talked  to  a lot  of  people  at  the  University  of  Minnesota,  we're  very 
excited  about  what  Larry's  doing  and  they  would  like  to  use  this  group.  . .you 
know,  getting  the  patients  together.  They've  got  a lot  of  tests  they'd  like  to 
do,  people  that  are  interested  in  psychastacolamines  and  the  CSF  and  peo- 
ple that  are  involved  in  muscle  biopsies  and  looking  at  possible  electronic 
microscopic,  you  know,  using  electron  microscopy  to  look  at,  say,  muscle 
biopsy  sections.  There  are  all  kinds  of  things  we  can  look  at  as  soon  as  we 
get  the  people  together,  the  resources  together  and  get  these  people  that  have 
the  skills  and  the  tools  to  do  scientific  investigation.  Ifs  just  fantastic,  the 
potential  is  unbelievable.  We  just  see  it  everywhere.  . . these  people  who  really 
want  to  be  involved  with  Huntington's  disease,  as  well  as  ataxia. 

SCHACHT:  Thank  you  very  much.  Mr.  Henry  Schut. 

TESTIMONY  OF 
HENRY  SCHUT 
VICE  PRESIDENT 
NATIONAL  ATAXIA  FOUNDATION 

SCHUT:  I'm  Henry  Schut  and  I'm  happy  to  be  here.  Madame 
Chairman,  distinguished  members  of  the  Commission,  the  National  Ataxia 
Foundation  is  extremely  excited  about  the  formation  of  a Commission  for  the 
Control  of  Huntington's  Disease  and  Its  Consequences,  as  hereditary  ataxia 
victims  share  the  same  plight  of  those  who  suffer  from  all  genetic  disorders. 
With  so  much  in  common,  the  NAF  feels  very  strongly  that  it  could  have  an 
impact  by  providing  public  testimony  to  the  Commission. 

Persuant  to  this  goal,  a questionnaire  addressing  the  specific 
issues  raised  by  the  Commission  was  mailed  to  every  known  ataxia  victim  in 
the  United  States.  To  date,  we  have  received  a 52%  reply. 

The  answers  provided  have  proved  very  enlightening  to  all  of  us  at 
the  National  Ataxia  Foundation.  They  have  demonstrated  that  the  victims  of 
hereditary  ataxia  and  their  children  are  marked  men  and  women.  They  are 
unable  to  get  or  keep  jobs,  only  a few  are  eligible  for  life  insurance,  children 
of  dating  age  are  discriminated  against,  and  the  social  stigma  of  having  ataxia 
in  the  family  makes  for  many  heart  breaking  experiences. 

People  who  are  physically  handicapped  with  ataxia  are  usually  men- 
tally alert.  They  should  not  be  required  to  live  in  institutions  with  the  mentally 
handicapped,  but  should  be  challenged  to  use  their  minds  and  keep  alert. 
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Most  ataxia  victims  prefer  to  stay  at  home  with  their  families. 
Wheelchairs,  rails  along  the  walls,  and  other  special  equipment  should  be 
made  available  to  these  victims  so  that  they  may  remain  in  the  home  as  long 
as  possible. 

The  victims  and  their  families  desperately  need  counseling  on 
ways  to  cope  with  ataxia  and  the  social,  economic,  and  spiritual  problems 
that  result  from  the  disorder.  Social  services  do  help.  The  problems  of 
a hereditary  disease  are  different  than  most  other  diseases,  however,  and 
specially  trained  persons  are  needed  to  help  the  families  understand  their 
problems.  I can  personally  testify  to  many  of  the  facts  revealed  in  the 
National  Ataxia  Foundation  Questionnaire.  My  father,  two  brothers,  one 
sister,  19  first  cousins  and  many  more  distant  cousins  all  succumbed  to 
ataxia.  I saw  them  literally  choke  to  death  when  their  diaphragms  could  not 
expel  the  mucus  that  collected  in  their  lungs  from  a cold.  I helped  them 
walk  from  chair  to  chair.  I helped  them  button  their  shirts.  I helped  them 
tie  their  shoes.  I helped  them  bring  food  to  their  mouths.  I pounded  them  on 
their  backs  as  they  often  choked  on  their  food. 

I cried  with  my  sister  when  her  wedding  plans  were  dashed  in 
pieces,  when  her  fiance  decided  he  could  not  cope  with  the  possibility  of 
having  a wife  that  would  be  handicapped  for  ten  to  twenty  years. 

I fought  side  by  side  with  my  brother.  Dr.  John  Schut,  while  he 
tried  to  discover  a cure  before  he  died  of  ataxia.  I saw  him  deteriorate 
from  a brilliant  neurologist  to  a vegetable  that  couldn't  talk  or  walk  and 
finally  could  not  even  recognize  me. 

I know  what  it  feels  like  to  live  for  30  years  of  my  own  life  in  con- 
stant dread  that  I was  developing  the  first  symptoms  of  ataxia.  I remember 
that  countless  times  that  I looked  back  at  the  tracks  I had  made  in  the  snow, 
just  to  see  if  they  were  in  a straight  line,  or  if  they  were  wandering  from 
side  to  side.  I remember  the  times  I stumbled,  just  as  anyone  else  would 
under  the  circumstances,  but  to  me  the  question  always  arose,  "Was  this  a 
stumble  that  a normal  person  would  make,  or  were  my  reactions  being 
slowed  down  by  ataxia?" 

I could  go  on  for  hours,  but  really  it  is  an  endless  story.  It  is 
still  going  on  in  the  lives  of  thousands  of  ataxia  victims  at  this  moment. 

I am  not  speaking  for  myself  or  my  own  family  because  they  are 
free  of  the  disease.  By  the  providence  of  God,  I do  not  carry  the  defective 
gene  and  cannot  pass  it  on. 
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1 am  pleading  for  the  20-year-old  girl  who  has  her  wedding  plans  made 
and  now  has  discovered  that  she  only  has  10  to  20  years  of  life  left,  and  these 
years  must  be  lived  in  a disabled  and  handicapped  body.  I'm  pleading  for  help 
for  the  countless  men  and  women  who  are  affected  by  ataxia,  Huntington's 
disease  and  the  hundreds  of  other  hereditary  diseases  that  are  fast  becoming 
one  of  the  greatest  health  problems  in  our  country. 

My  brother.  Dr.  John  Schut,  founded  the  National  Ataxia  Foundation 
before  his  death  in  hopes  that  this  foundation  could  help  in  the  fight  against 
hereditary  ataxia.  I know  that  he  would  be  extremely  pleased  with  the  work  of 
this  Commission  and  proud  that  the  National  Ataxia  Foundation  is  represented 
here  today. 

Thank  you. 

GUTHRIE:  You  bring  up  many  questions  to  my  mind.  I'll  try  to 
limit  myself.  The  first  thing  that  I'd  love  to  ask  you:  Have  you  any  idea  as 
to  what  the  actual  cost  is  for  the  care  of  one  member  of  your  family? 

SCHUT:  May  I refer  that  to  Mr.  Elkins?  He  is  going  to  respond 

to.  . . 


GUTHRIE:  Well,  perhaps  I ought  to  save  my  questions  until  all 
of  you  have  finished  and  perhaps  we  can  talk  later.  Maybe  that  would  be 
better. 


SCHACHT:  Mr.  Schut,  could  I ask  one  question?  When  you  are 
counseling  a family,  either  a member  of  your  own  family  or  from  another 
ataxia  family,  and  it's  a young  couple  who  are  planning  to  marry  and  do  indeed 
intend  to  go  through  with  it  even  though  one  is  at  risk,  how  to  you  counsel? 

SCHUT:  Myself,  I would  counsel  them  very  definitely  not  to  have 
children.  In  the  case  of  our  family  which  is  up  until  30,  32,  33  years  of  age, 
because  that  is  about  the  time  we  can  be  reasonably  certain  the  disease  will 
not  affect  it,  but  this  is  only  true  in  our  family,  however. 

GUTHRIE:  In  your  family?  Excuse  me,  you  mean  the  age  of  onset 
would  be  known  by  age  of  30  or  32? 

SCHUT:  Right.  Not  absolute,  but  the  odds  of  getting  it  after  the 
age  of  32  are  relatively  low. 
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GUTHRIE:  And  in  other  families,  you  say,  it  varies? 

SCHUT:  Yes,  but  these  patterns  do.  , . are  within  the  family.  . . stay 
quite  constant,  from  my  experience.  In  our  family  it  was  30,  32,  33.  We 
set  that  as  an  arbitrary  age  but  this  is  really  just  a flexible  thing. 

GUTHRIE:  Do  you  have  any  children  with  ataxia? 

SCHUT:  I don't  have  any  children. 

GUTHRIE:  I mean  are  their  young  children  ever? 

SCHUT:  The  age  of  onset.  . . not  in  the  Marie's  type,  the  dominant 
type,  there  aren't  very  many  that  come.  . . I think  the  youngest  that  I am  ac- 
quainted with,  about  14  years  of  age.  Now  I am  certain  that  this  girl  could 
have  been  diagnosed  sooner  with  the  prevailing  methods  of  diagnosis,  but 
mostly  in  the  20's,  the  third  decade. 

GUTHRIE:  But  there  would  be  maybe  a few  here  and  there  that 
might  be  earlier  and  there  might  be  some  perhaps  later,  in  the  fifties  or 
sixties  ? 


SCHUT:  Yes,  it  is  possible  but  in  our  family,  however,  not. 

TESTIMONY  OF 
MARYANN  POWELL 
GOLDEN  VALLEY,  MINNESOTA 

POWELL:  I'm  Maryann  Powell  from  Golden  Valley,  Minnesota 
and  I represent  the  National  Ataxia  Foundation. 

The  National  Ataxia  Foundation  is  very  proud  to  have  this  oppor- 
tunity to  address  the  problems  facing  the  nation  in  the  area  of  hereditary 
neurological  disorders  of  the  late  onset  type. 

In  September,  1976,  the  National  Ataxia  Foundation  mailed  a ques- 
tionnaire to  all  known  victims  of  hereditary  ataxia.  The  questionnaire  was 
specifically  designed  to  study  those  problem  areas  which  were  defined  by 
the  Congress  when  establishing  the  Commission. 

To  date,  the  NAF  has  received  a 52%  response  to  the  questionnaire. 
Over  670  U.  S.  citizens  who  are  either  ataxia  victims  or  who  may  be  classi- 
fied as  "at  risk"  for  ataxia  are  enumerated  in  this  sample.  These  people 
come  from  all  segments  of  the  U.  S.  population  and  live  in  30  different  states. 
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We  feel  this  sample  fairly  represents  the  estimated  50,  000  Americans  who 
suffer  from  the  fatal  neurological  disorder,  hereditary  ataxia. 

My  testimony  deals  with  information  gleaned  from  responses  to  the 
questionnaire  concerning  patient  services. 

Excluding  medical  services,  the  major  areas  of  patient  service  needs 
can  be  broken  down  as  follows:  Home  Maid  Service;  Transportation;  Child  Day 
Care;  Family  Counseling;  Nursing  Home  Care;  Home  Nursing  Care;  Recreation- 
al Activities;  Vocational  Training;  Employment  Counseling;  Wheelchairs  and 
Other  Devices.  Patients  were  queried  to  determine  which  of  these  needs  were 
(a)  received,  or  (b)  needed  but  not  available. 

From  the  patient  view,  it  can  be  shown  that  an  equal  number  felt 
that  employment  counseling  was  just  as  important  as  home  maid  service. 

Also,  family  counseling  was  rated  equally  with  recreational  activities.  These 
four  areas  received  the  highest  marks  in  the  Services  Needed  But  Not  Available 
category. 


More  importantly,  it  was  shown  that  more  patients  received  home 
maid  service  than  employment  counseling.  And  more  patients  received  recre- 
ational activities  than  family  counseling.  This  is  very  enlightening,  especially 
considering  that  family  counseling  was  rated  to  be  the  most  beneficial  service 
available  to  patients  and  their  families.  In  fact,  it  can  be  demonstrated  that 
more  patients  receive  transportation,  recreational  activities  and  wheelchairs 
than  all  other  services  combined,  including  vocational  training,  employment 
counseling  and  family  and  genetic  counseling. 

When  asked  to  list  the  agencies  where  services  were  most  likely  to 
be  available,  the  majority  of  respondents  listed  churches.  This  was  followed 
closely  by  the  Muscular  Dystrophy  Association,  social  service  agencies,  and 
the  Veterans'  Administration.  In  almost  every  case,  service  was  provided 
when  requested  of  these  agencies. 

It  was  heartening  to  note  that  almost  45%  of  all  respondents  had  either 
themselves  or  with  their  families  attended  one  of  the  NAF  ataxia  clinics  which 
have  been  held  several  times  a year  since  1971.  Ninety  percent  of  all  respon- 
dents indicated  they  would  like  to  attend  one  of  these  ataxia  clinics.  At  these 
clinics,  the  cold  hard  facts  of  hereditary  ataxia  are  presented  objectively,  and 
a complete  neurological  examination  is  given.  In  evaluating  these  clinics, 
responses  range  from  "frightening"  to  "very  enlightening.  " Most  probably 
both  are  correct. 
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Since  1971,  the  major  emphasis  of  the  ataxia  clinics  has  shifted 
from  the  medical  aspects  to  those  of  family  and  genetic  counseling.  But  the 
"volunteer  effort"  at  family  and  genetic  counseling,  even  though  conducted  by 
trained  professionals,  is  hampered  due  to  the  lack  of  funding  to  underwrite  even 
the  most  incidental  costs  such  as  meals  and  lodging  for  the  facilitators. 

The  need  to  expand  family  and  genetic  counseling  services  may  be 
further  documented  by  the  fact  that  only  1 in  5 victims  has  ever  received  pro- 
fessional genetic  counseling.  Response  to  the  question: " Briefly  describe  the 
effect  of  being  at  risk,  " clearly  indicates  a lack  of  understanding  of  the  term. 
This  is  evidence  of  the  critical  need  for  genetic  counseling. 

This  insight  is  obviously  causing  major  concern  at  the  National 
Ataxia  Foundation  due  to  the  late  onset  nature  of  hereditary  ataxia.  "At  risk" 
is  a critical  concept  which  must  be  presented  to  potential  victims  of  ataxia  if 
they  are  to  understand  their  "risk"  and  the  "risk"  of  passing  ataxia  to  their 
children. 

While  some  disclosures  on  the  questionnaires  are  upsetting,  we  are 
encouraged  by  the  response  that  10%  of  ataxia  patients  are  seeking  adoption  to 
meet  their  family  objectives  and  that  50%  of  these  are  finding  success. 

Thank  you. 


TESTIMONY  OF 
J.  CARL  ELKINS,  PH.  D. 

BOARD  MEMBER 
NATIONAL  ATAXIA  FOUNDATION 

ELKINS:  My  name  is  Carl  Elkins  and  I am  here  representing  the 
National  Ataxia  Foundation  which  is  located  in  Golden  Valley,  Minnesota. 

Nowhere  can  the  successes  of  family  and  genetic  counseling  be 
more  vividly  demonstrated  than  at  the  National  Ataxia  Foundation.  You  have 
just  heard  Mrs.  Powell's  testimony  that  only  one  in  five  victims  of  hereditary 
ataxia  has  ever  received  professional  genetic  counseling.  I would  like  to  tell 
you  about  the  effect  this  counseling  has  had  and  a little  of  its  impact  in  eco- 
nomic terms. 

According  to  response  to  the  NAF  questionnaire,  the  number  of 
children  born  to  all  ataxia  victims  having  families  averages  2.  65.  This  is 
not  significantly  different  from  the  average  for  all  Americans. 
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The  questionnaire  revealed  that  family  income  from  social  security 
disability  benefits,  welfare,  aid  for  dependent  children.  Veterans'  Administra- 
tion and  Supplemental  Security  Income,  and  from  those  jobs  patients  could 
manage,  averaged  $8,  400  per  year.  This  is  not  far  from  the  maximum  social 
security  disability  income  for  1974. 

When  extrapolated  to  the  estimated  50,  000  Americans  with  ataxia 
who  receive  benefits  from  the  various  Federal  and  State  benefit  programs, 
a burden  of  over  $240,  000,  000  a year  results.  With  each  generation,  this 
figure  could  more  than  double. 

Of  equal  importance  was  the  disclosure  through  the  questionnaire 
that  our  genetic  counseling  and  family  counseling  programs  are  having  a dra- 
matic effect.  Although  not  successful  in  every  family,  the  average  number  of 
children  born  to  patients  who  have  received  genetic  counseling  is  only  . 81-- 
less  than  one  child  per  family.  This  is  a staggering  reduction  of  almost  two 
children  per  family,  half  of  which  would  have  surely  become  victims  them- 
selves, and  ultimately  ended  their  lives  as  encumbrances  on  tax-supported 
assistance  programs. 

When  translated  by  a very  simple  model  into  real  dollars  saved,  it 
can  be  shown  that  the  NAF,  through  its  genetic  counseling  and  family  counseling 
programs,  has  eliminated  the  need  for  payment  of  16.  6 million  dollars  in 
relief  and  disability  benefits. 

This  saving  results  from  our  reaching  only  20%  of  ataxia  victims 
known  to  the  NAF.  And  even  in  this  20%  we  have  not  been  totally  successful. 

We  have  only  presented  the  cold,  hard  reality  of  ataxia  to  these  patients  and 
suggested  alternatives  to  child  bearing. 

Consider  what  could  result  if  the  NAF  had  the  resources  to  carry 
this  same  program  to  the  estimated  50,  000  Americans  and  their  families  who 
have  hereditary  ataxia.  The  model  clearly  shows  that  if  the  NAF  could  reach 
only  20%  of  all  victims  and  have  the  limited  success  demonstrated  by  the  ques- 
tionnaire, then  over  four  billion  dollars  in  savings  would  result  before  the 
first  of  these  unborn  children  would  have  died  a heartbreaking  death  of  ataxia. 

The  National  Ataxia  Foundation  desperately  needs  support  from  the 
Federal  Government  to  expand  its  clinics  and  their  genetic  and  family  counsel- 
ing components.  We  feel  very  strongly  that  the  American  people  can  ill  afford 
the  uneducated  spread  of  hereditary  ataxia.  The  National  Ataxia  Foundation 
asks  for  your  support,  not  because  of  the  billions  of  dollars  that  can  be  saved, 
however,  but  rather  because  of  the  terrible  suffering  that  can  be  spared. 
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GUTHRIE:  You  speak  here  of  $8,  400  per  year  received  by  a family. 
Now,  to  me,  that  is  a very  insignificant  amount  of  money  to  live  on,  let  alone 
take  care  of  a patient  who  needs  help.  And  I want  to  know  if  you  can  probably 
tell  me,  and  again  I go  back  to  my  question,  if  a family  has  to  live  so  many 
years  with  this  problem,  how  do  they  survive? 

SCHUT:  I personally  know.  . . let  me  illustrate  by  my  brother,  John. 

I personally  know  that  the  hospital  bills  were  in  the  average  of  the  last  ten 
years  of  his  life,  approximately  $3,  000  per  year,  and  he  happened  to  be  a 
veteran.  So  there's  where  some  of  his  help  came  from.  Other  places  the 
welfare  takes  care  of  it,  in  South  Dakota  some  of  the  patients  there..  .In  other 
places  they  have  done  quite  well,  for  example,  in  Iowa.  Some  of  the  farmers 
there  are  relatively  wealthy  and  they  are  able  to  take  care  of  the  needs  of  their, 
oh,  shall  I say,  their  children. 

• GUTHRIE:  Are  they  living  at  home? 

SCHUT:  If  they  live  at  home,  it  is  by  far  the  cheapest,  of  course. 

If  you  start  talking  about  institutional  care,  then  the  cost  skyrockets.  And  when 
you  say,  how  much  money  does  it  take  to  take  care  of  an  ataxia  patient,  I think 
we're  talking  in  very  difficult  terms  to  determine  this.  One  person  may  need 
$15,  000  worth  per  year  of  health,  hospital,  food.  . . depending  on  the  family. 

If  the  family  has  seven  children,  you  can  imagine  the  cost  to  the  county  to  take 
care  of  these  seven  children.  I'm  certain  that  it  must  run  into  close  to  $20,  000. 

GUTHRIE:  And  how  many  years  of  cost  are  we  talking  about? 

SCHUT:  We're  talking  about  at  the  minimum  ten  years. 

GUTHRIE:  And  I would  assume  that  in  one  family  where  you  say 
there  are  seven  children,  maybe  half  of  them  could  have  the  ataxia? 

SCHUT:  Yes,  we  make  that  assumption.  Because  there  is  a 
50-50  percentage. 

GUTHRIE:  I have  another  emotional  question  I want  to  ask.  I 
don't  know  who'd  like  to  answer.  I'm  concerned  about  the  fact  that  genetic 
counseling  speaks,  as  you  said,  with  the  cold,  hard  facts,  What  are  the 
various  reactions  that  people  give  you  when  you  give  them  the  cold,  hard 
facts  ? 
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SCHUT:  I have  done  quite  a bit  of  this  myself  during  clinics  and 
also  on  my  own.  It's  a harsh  prescription- -not  everyone  accepts  it,  but 
in  my  family.  . we  can  prove  from  our  family  tree,  the  word  is  accepted.  We 
have  completely  eliminated  it  from  out  of  the  Schut  family  name. 

GUTHRIE:  What  about  those  who  can't  accept  it?  What  happens  to 
those  people?  That's  what  I'm  concerned  with. 

SCHUT:  We  just  keep  on  growing.  We  have,  for  example,  in  one 
branch  of  our  family,  there  are  42  at  present  that  are  at  risk.  These  are  dis- 
tant relatives. 

GUTHRIE:  With  or  without  children,  I'm  saying,  what  about  the 
emotional  response  of  these  people  to  this  problem?  Isn't  that  something  that 
we  ojght  to  address  ourselves  to? 

SCHUT:  Very  definitely.  How  do  you  address  yourself  to  it?  Itb 
a problem  for  psychiatrists,  its  a problem  for  sociologists.  . . 

ELKINS:  Like  the  reaction  that  we've  had  from  past  experience,  it 
ranges  anywhere  from  fairly  reasonable  acceptance  and  understanding  to  total 
rejection  of  any  type  of  admission  that  this  is  a problem.  Even  when  they  have 
been  diagnosed  and  clearly  affected. 

GUTHRIE:  I think  that's  what  I'm  thinking  about.  If  I were  that 
person  getting  the  hard,  cold  facts,  how  would  I respond?  And  I'm  concerned 
that  there  would  be  every  kind  of  response  and  each  one  of  those  different 
kinds  would  need  a different  kind  of  care  and  service  and  supportive  help. 

SCHUT:  May  I respond  to  that?  I think  that  when  we  talk  about 
cold,  hard  facts  of  genetic  counseling,  we  don't  really  approach  it  in  that 
term.  . . that  term  is.  . . I think  we  come  to  them  with  a very  understanding- - 
especially  those  of  us  like  myself  who  have  had  to  face  it,  and  we  do  not  in 
any  way  try  to  impose  upon  them  the  fact  that  now,  well  this  is  it--not  to  do 
it.  No  way.  We  say,  these  are  the  odds.  Here  are  the  problems  you  must 
be  able  to  cope  with,  if  you  do  not  accept  genetic  counseling.  And  then  we 
leave  the  decision  up  to  them. 

GUTHRIE:  You're  making  an  assumption  here  that  genetic  counsel- 
ing means  that  you  do  or  do  not  have  children  and  I'm  going  beyond  that. 

Genetic  counseling  means  more  than  you  do  or  do  not  have  children. 

SCHUT:  All  right. 
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GUTHRIE:  It  also  means  what  do  you  do  with  whatever  decision  you 
do  make,  and  who  helps  you  and  who  supports  you,  in  your  decision.  Right? 
And  I'm  concerned  about,  and  I believe  that  you're  saying  but  you're  not 
really  saying  it,  and  I would  like  to  hear  from  you,  are  there  people  giving 
what  I call  supportive  assistance  needed  for  whatever  your  decision  is,  over 
a period  of  ten  years  that  you  know  of? 

SCHUT:  Do  you  want  to  take  that,  Carl? 

ELKINS:  The  answer  is  very  clearly  no  at  this  time.  And  I know 
that's  what  you  want  to  hear.  That's  what  we're  all  facing,  one  of  the  major 
problems  that  we  have,  Mrs.  Guthrie. 

GUTHRIE:  That  is  one  of  our  major  problems,  isn't  it? 

ELKINS:  It  certainly  is.  There's  two  ways.  We  take  our  best  shot 
at  our  clinic  because  that's  all  we  can  give  these  people.  We  go  in  there  and 
we  tell  them--when  I say  the  cold,  hard  facts,  I'm  referring  to  what's  going  to 
happen  in  that  family  if  they  choose  to  have  children.  What  we  desperately 
need  are  long-range  follow-up  programs  so  we  can  get  to  these  people  and  offer 
them  more  than  just  the  reality  of  what's  going  to  happen. 

GUTHRIE:  That's  right.  We  have  to  handle  them  the  day  that  we 
tell  them  what  we  know  and  we  have  to  handle  them  for  ten  years  more,  or 
15  more.  And  isn't  that  really  what  we  need? 

ELKINS:  Very  definitely. 

SCHACHT:  I'd  like  at  this  time  to  introduce  Dr.  Nancy  Wexler, 
Executive  Director  of  the  Commission.  Do  you  have  any  questions? 

WEXLER:  I do.  My  question,  I really  think,  was  well  put  by 
Marjorie.  But  what  I'm  wondering  is  if  in  your  survey,  or  just  talking  to 
families  with  ataxia,  if  you've  ever  found  individuals  who  have  gone  on  their 
own  for  psychological  counseling  and  have  they  found  this  helpful?  Let  me 
give  a little  background  to  this  question.  I think  that  families  with  ataxia  and 
with  Huntington's  Disease  have  very  similar  problems  of  trying  to  cope  with 
the  disease  or  the  decision  about  having  children  or  not  having  children  for  a 
long  period  of  time,  and  that  many  H.  D.  families  won't  go  for  psychological 
counseling  because  they  don't  want  the  added  stigma  of  having  "mental  dis- 
order" on  top  of  having  a genetic  disorder.  Long-term  counseling  usually 
is  not  done  by  the  genetic  counselor  and  psychologists  often  don't  see  these 
families  because  they  say  they  have  a genetic  disease.  So  the  families  fall 
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in  bt'tween  tliese  two  disciplines,  and  I've  often  been  curious  why  families 
don't  go  to  see  psychologists  or  community  mental  health  workers  more 
often.  1 think,  partly  it  may  be  a prejudice  against  what  psychologists  mean 
to  them,  and  I'm  wondering  if  you  find  this  in  your  ataxia  families? 

ELKINS:  Let  me  address  that.  In  Mrs.  Powell's  testimony,  she 
clearly  pointed  out  that  family  counseling  was  rated  the  highest  among  those 
families  for  those  services  that  are  needed  but  not  available.  If  the  services 
are  available,  then  our  patients  don't  know  about  it  because  time  and  time 
again  they  wanted  someone  to  work  with  the  family  unit,  and  I think  that  is 
the  most  encouraging  response  that  we  could  have  gotten. 

WEXLER:  Well,  I don't  know  in  your  particular  area,  but  theo- 
retically community  health  services  are  available  rather  widely  across 
the  country.  They  may  not  be  available  and  they  may  not  be  utilized. 

ELKINS:  I think  there  are  community  mental  health  centers  but 
from  my  oVn  experience  in  my  own  state,  there  are  those  who  do  only  educa- 
tional programs  for  the  community,  there  are  those  who  like  to  handle  only 
nice,  neurotic  housewives--types  who  don't  give  too  much  difficulty  and  there 
are  those  who  are  willing  to  expand  themselves. 

SCHUT:  I'd  like  to  respond  briefly  to  you.  One  of  the  problems 
as  you  indicated,  is  their  unwillingness  to  go  for  psychiatric  or  psychological 
counseling,  because  that's  an  admission  on  their  part,  as  I indicated,  that 
there  is  something  wrong  up  here,  when  really,  well,  there  might  be  a little, 
but  by  and  large,  where  we  find  the  problem  is  the  less  education,  the  less 
willingness  to  cooperate  in  any  of  the  things  that  we'll  do  for  them.  The  higher 
the  education,  the  more  willingness  we  find- -genetic  counseling,  psychological 
counseling,  sociological  counseling,  and  there  it  has  been  quite  productive  in 
helping  those. 

GUTHRIE:  I just  want  to  say,  you  use  the  word,  "maybe  there's 
something  wrong  up  here"  and  I'm  saying  maybe  there's  something  wrong  out 
there.  I'm  saying  that  maybe  the  education  goes  both  ways.  And  we  have  a 
lot  of  "out  there"  educating  to  do,  don't  we? 

SCHUT:  Very  much  so.  Of  course,  they  have  to  be  willing  to 
accept  it.  I'm  thinking,  and  I'm  very  well  acquainted  with  this  group  in  South 
Dakota,  who  25  years  ago  when  my  brother,  John,  was  out  there,  they  literally 
kicked  him  out. 
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GUTHRIE;  Well,  you  bring  up  a very  important  point.  There  are 
many  people  that  we're  learning  about  through  this  kind  of  testimony,  who  tell 
us  that  they  do  not  welcome  our  information. 

SCHUT:  Very  much  so. 

GUTHRIE:  And  again,  we  have  ethical  and  moral  problems  in  terms 
of  addressing  these  people.  I'm  curious  to  ask,  for  instance,  because  this  is 
also  a hereditary  disorder,  how  to  you  go  out.  . . do  you  go  out  and  knock  on 
someone's  door  and  just  say,  "Hey,  you're  a member  of  this  kind  of  family; 
you’d  better  listen?"  Isn't  that  really  a problem  to  you  also? 

SCHUT:  Yes, it  is.  It  isn't  the  technique  we  use,  but  almost  to  that 
point  it  comes  to  that  because  there's  no  other  way  that  they're  going  to  come 
to  us  and  it's  a very  delicate  thing. 

GUTHRIE:  Well  I'm  glad  you  used  the  word  "delicate"  because  from 
our  point  of  view  it  might  even  be  illegal.  How  do  you  tell  somebody  that  they 
have  a hereditary  disorder?  We  find  this  a problem  also  within  our  families 
and  we  are  very  concerned  with  the  legal  aspects. 

SCHUT;  Definitely.  Because  we've  had  that  problem  ourselves. 

We  had  to  backtrack  and  make  apologies. 

GUTHRIE:  That's  right.  So  it  isn't  as  easy  as  just  going  and  knock- 
ing on  someone's  door. 

SCHUT:  It  must  be  spontaneous. 

SCHACHT:  May  I take  the  prerogative  and  ask  one  last  question. 
From  your  survey,  did  you  get  the  impression  that  genetic  counseling  ser- 
vices are  insufficient,  unavailable  or  unlmown? 

ELKINS:  Unknown.  Most  definitely.  That's  not  necessarily  from 
the  questionnaire  itself  but  from  my  knowledge  of  what  is  available  through- 
out the  nation  in  both  family  counseling  and  genetic  counseling,  which  we  do 
differentiate.  It's  just  unknown.  Itb  an  education  problem,  and  it's  also,  I 
might  add,  a problem  of  up-dating  the  resources  that  are  out  there  in  order 
to  deal  with  the  specifics  of  ataxia  and  Huntington's  disease  and  these  other 
hereditary  diseases.  The  service  mechanisms  are  intact,  in  place  and  very 
capable,  if  we  can  only  provide  them  the  necessary  additional  information 
so  that  they  understand  the  specifics--the  few  specific  needs  of  our  particu- 
lar groups --then  we've  met  one  of  the  objectives  of  the  Foundation. 
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SCHUT:  May  I have  one  last  comment  here?  I have  just  to  make 
this  comment  because  of  the  fact  that  I've  been  working  with  this  for  fifty 
years,  and  that  is,  that  the  genetic  counseling  that  is  available  is  not  wanted 
many  times.  They  absolutely  refuse  to  even  listen,  and  education  is  a part 
of  that  process. 

SCHACHT:  Thank  you  all  very  much  for  your  testimony.  It  is  very 
much  appreciated. 


TESTIMONY  OF 
WILLIAM  ANDERSON 
CHIEF 

BUREAU  OF  SPECIAL  MEDICAL  OPERATIONS 
ILLINOIS  DEPARTMENT  OF  PUBLIC  AID 

ANDERSON:  I am  William  Anderson,  Chief,  Bureau  of  Special 
Medical  Operations,  Illinois  Department  of  Public  Aid.  I hope  you  will  par- 
don my  speech.  I'm  having  a few  problems--!  got  about  15  stitches  in  my 
lower  gum  during  periodontal  surgery  last  week  so  I am.  . . 

GUTHRIE:  You  will  not  be  as  eloquent  but  that's  all  right.  . . It's  the 
facts  we  need. 

ANDERSON:  My  department  of  Public  Aid,  as  a representative, 
we  received  an  invitation  to  participate  in  your  hearing  today.  I only  received 
it  on  Monday  so  I'm  ad-libbing. 

The  Department  is  fully  aware  of  Huntington's  disease  and  all  its 
problems.  We  stand  prepared  to  provide  medical  services  to  anyone  with  the 
disease  who  contacts  us.  People  with  medical  problems  may  apply  for  medi- 
cal assistance  when  they  are  in  the  hospitals,  when  they  go  to  clinics,  when 
they  go  to  doctors'  offices  or  they  may  walk  in  to  any  of  our  25  district  offices 
spread  throughout  the  County  of  Cook  and  apply  for  medical  assistance.  The 
Illinois  Dept,  of  Public  Aid  administers  this  medical  assistance  program  with 
federal  matching  funds,  so  it  is  incumbent  on  the  Department  to  provide  medi- 
cal assistance  to  as  many  of  its  citizens  as  it  can  throughout  the  City  of  Chicago, 
County  of  Cook,  State  of  Illinois.  I think  on  this  behalf  I will  rest. 

GUTHRIE:  Can  I ask  when  you  say  "medical  assistance  program,  " 

I come  from  a different  state,  so  I'm  not  quite  sure  what  that  means. 

ANDERSON:  The  medical  assistance  is  the  program  that's  federally 
known  as  Title  19,  it  comes  under  the  Social  Security  Act.  We  call  it,  in 
Illinois,  a lot  of  the  professional  people  know  it  as  MANG  - medical  assistance 
no  grant.  In  California  you  might  know  it  as  medicare.  It  is  a strictly  welfare 
program  for  the  indigent  of  the  community. 
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GUTHRIE:  Oh,  well  this  is  my  problem,  then  you  see.  In  other 
words,  if  somebody  were  able  to  be  on  welfare,  they  could  get  the  medical 
assistance  program,  but  if  they  are  in  that  class  where  they  are  not  on  wel- 
fare or  not  in  that  indigent  class,  where  would  people  in  your  state  be  able 
to  go  for  medical  care  or  hospitalization  ? 

ANDERSON:  Well,  in  the  State  of  Illinois,  I think  if  you  go  to  any 
of  the  major  hospitals,  somewhere  down  the  line  you  will  become  eligible 
for  medical  assistance  because  of  the  high  medical  bills  encumbered  in  hos- 
pitalizations. The  hospitals  will  make  a referral  for  medical  assistance  to 
our  offices  and  we  can  pick  up  medical  bills  ninety  days  prior  to  the  date  of 
applications,  so  hospitalization  might  make  you  poor,  and  that's  when  we'll 
come  in. 


GUTHRIE:  But  you  have  to  wait  until  you're  poor  to  get  the  help? 

ANDERSON;  Not  necessarily.  You  go  in  for  regular  medical 
treatment,  you  can  apply  for  assistance  at  home.  You  don't  have  to  wait 
for  hospitalization. 

GUTHRIE:  Well,  you  see  we're  in  a very  difficult  problem  with 
Huntington's  Disease  because  there  is  no  so-called  medical  treatment.  It 
might  be  psychiatric,  it  might  be  genetic  counseling,  it  might  be  just  sup- 
portive services  to  the  family,  and  I'm  concerned  about  the  families  here 
in  this  state. 

ANDERSON.  Okay.  We  can  pick  up  psychiatric  care.  The  medi- 
cal assistance  program  embraces  psychiatric  care  and  all  of  the  other  deriva- 
tives of  medical  assistance. 

GUTHRIE:  Also,  what  would  you  do.  . .do  you  have  any  opportunity 
for  let's  say  somebody  in  this  state  who  has  been  diagnosed  as  in  the  very 
early  stages  of  Huntington's,  they're  showing  the  early  symptoms,  but  all 
they  need  now  is  a so-called  day  care  place  to  go.  They  can't  quite  hold  on 
to  their  jobs,  they're  not  happy  to  live  at  home,  do  you  have  any  facility  of 
that  kind  that  you  could  offer? 

ANDERSON:  The  Dept,  of  Public  Aid  would  have  no  facilities.  It 
would  only  make  contracts  with  a licensed  facility  and  day  care  centers  would 
come  under  what  is  called  the  Social  Service  Program,  a new  Title  20  pro- 
gram, because  day  care  is  not  a medical  program  at  this  point,  even  though 
certain  group  care  facilities  would  like  to  get  into  the  day  care  program,  it 
is  a new  concept  in  the  health  care  delivery  system. 
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GUTHRIE:  Do  you  think  that  your  state  would  perhaps,  if  this  con- 
cept ever  does  get  across,  welcome  this--not  just  for  the  Huntington's  family 
but  anyone  who  is  a chronic  person  who  needs  help  during  the  day  when  the 
family  is  out  working,  because  they  can't  work.  Do  you  think  that  might  be 
one  that  might  be  sold  to  your  state? 

ANDERSON:  I think  itfe  a good  idea.  1 don't  think  you  can  sell  the  state 
anything  right  now  because  of  the  financial  crunch.  . . that's  my  own  opinion, 
but  right  now.  . . 

GUTHRIE:  That's  the  state's  financial  crunch,  but  our  patients 
have  a financial  crunch,  you  see,  . . . 

ANDERSON:  But  when  you're  applying  to  a state  agency  or  a govern- 
ment agency,  they'll  take  their  financial  crunch  before  they  take  the  patient's 
crunch,  and  I think  that's  one  of  the  major  problems. 

WEXLER:  You  said  that  your  programs  would  pay  for  psychiatric 
care.  How  often  and  for  how  long  and  will  they  pay  for  psychologists? 

ANDERSON:  That's  a problem.  Psychologists  have  not  been  cer- 
tified into  the  psychiatric  program  yet,  but  the  psychiatric  program  which  is 
handled  through  the  Illinois  Dept,  of  Public  Aid  is  actually  contracted  with  the 
State  Dept,  of  Mental  Health.  Mental  Health  makes  the  decision  on  what  pro- 
viders and  what  services  will  be  handled  in  the  Dept.'s  psychiatric  program. 

It's  pretty  limited  at  this  point  and  I think  that's  why  you  asked  that  question. 

WEXLER:  That's  what  I figured.  Sounded  terrific  covering  psych- 
iatric care  but  I wondered  whether  it  was  one  session. 

ANDERSON:  No,  itfe  more  than  one  session  because  you  can  have 
up  to  20  days  of  in-patient  hospital  care  and  perhaps  up  to  $300  of  out-patient 
care  following  the  in-patient  care. 

WEXLER:  You  have  to  be  hospitalized,  though,  in-patient  first? 

ANDERSON:  You  have  to  be  hospitalized  for  in-patient  only,  but 
you  wouldn't  have  to  be  hospitalized  to  receive  out-patient  psychiatric  care. 
That's  no  stipulation. 

GUTHRIE:  Did  you  say  you  would  or  would  not  pay  for  genetic 
counseling? 
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ANDERSON:  I don't  think  we  would  pay  for  any  sort  of  genetic  coun- 
seling. 

SCHACHT:  Do  you  make  any  use  of  crippled  childrens'  services 
funds  that  you  have  --for  children  who  fall  into  this  category  of  Huntington's--or 
of  developmental  disabilities? 

ANDERSON:  The  first  prerequisite  is  that  you  would  go  to  the  Di- 
vision of  Services  for  Crippled  Children  and  if  they  turned  you  down,  then  we 
would  perhaps  pick  up  the  situation,  but  we  would  only  pick  it  up  after  another 
agency  has  turned  it  down. 

GUTHRIE:  I'm  just  curious  because  of  the  problems  we're  facing. 

Is  there  anybody  on  your,  shall  I say,  city/state  level  who  represents  families 
when  it  comes  to  discussing  these  kinds  of  problems? 

ANDERSON:  As  an  adversary? 

GUTHRIE:  Yes. 

ANDERSON:  The  Department  has  all  sort  of  com.mittees  who  work 
with  this  on  a state  level.  You  have  the  welfare  rights  and  you  have  medical 
committees  who  work  with  states  to  decide  on  policies  and  programs. 

GUTHRIE:  But  do  they  include  what  I call  "the  citizens"? 

Do  they  have  any  kind  of  representation  or  voices  in  these  kinds  of  things? 

ANDERSON:  They  have  representatives  and  they  do  have  voices. 

It  might  be  a minor  voice  but  I think  this  kind  of  thing  has  just  started  coming 
up  wTthin  the  last  four  or  five  years  where  you  would  have  families  or  what- 
not participating  in  the  state  government. 

GUTHRIE:  I think  the  needs  have  to  be  elucidated. 

ANDERSON:  Right.  I agree  with  3'^ou  on  that. 

TESTIMONY  OF 
KATHRYN  SWINGLE 
JANESVILLE,  WISCONSIN 

SWINGLE:  I am  a 64-year  old  female  at-risk  victim  of  Huntington's 
disease.  I retired  from  elementary  teaching  after  42  years  of  service.  I 
married  when  I was  35  years  old  and  never  had  any  children.  My  husband 
passed  away  15  years  ago. 
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A-:  a very  young  child,  I was  aware  of  the  fact  that  my  mother  was 
"different'’  than  the  mothers  of  my  friends.  She  had  such  queer,  wobbly  mo- 
tions. My  mother's  sister  and  a brother  were  also  afflicted  with  H.  D.  Later 
on,  the  youngest  sister  in  that  family  of  five  became  afflicted  too. 

We  were  told  that  our  maternal  grandmother  Babcock  had  "that" 
disease,  as  well  as  her  brother,  Charlie.  So  among  ourselves,  we  called  it 
the  "Babcock  Disease"  and  thought  it  was  just  a stigma  pertaining  to  our 
family. 


I am  the  second  in  a family  of  five  children.  One  brother  is  66  years 
old,  married,  and  has  no  children.  He  shows  no  symptoms  of  H.  D.  The  other 
brother  at  61  years  old  has  been  afflicted  since  his  late  thirties.  He  never 
married,  and  is  a patient  in  a V.A.  Hospital.  One  sister,  the  youngest,  at 
age  59,  shows  no  symptoms  of  H.D.  She  is  married  but  never  had  children. 

The  other  sister  died  at  the  age  of  40  due  to  H.D.  and  other  complications. 

She  had  married  at  17  years  of  age  and  had  one  daughter.  She  was  divorced 
when  this  daughter  was  11  years  old.  Her  father  gained  custody  of  her.  She 
became  pregnant  at  the  age  of  15  and  had  four  children  by  three  husbands. 

The  oldest  of  these  children  is  28  years  old  and  is  an  H.D.  patient  in  a V.A. 
Hospital.  His  mother  (my  niece)  spent  considerable  time  in  a mental  institu- 
tion for  her  type  of  Huntington's  Disease. 

There  has  never  been  a period  in  my  life  when  H.  D.  was  not  among 
my  relatives.  1 have  been  in  close  contact  with  11  H.D.  afflicted  relatives. 

The  unafflicted  relatives  just  "preached"  to  me:  "If  you  marry,  tell  your 
husband  about  this  disease,  never  have  children,  and  obey  all  the  basic  health 
rules  so  you  will  have  a strong  body.  Above  all,  remember  to  pray  and  pray 
and  pray! " 


My  father  deserted  us  when  my  youngest  sister  was  12  days  old. 

(Nine  years  later,  he  returned  for  one  hour.  ) We  went  to  live  with  our  widowed 
maternal  grandfather.  His  maiden  daughter  lived  with  him  too.  She  was  re- 
covering from  a goiter  operation  and  was  "very  nervous"--but  that  was  due  to 
H.D.  Five  years  later  she  was  placed  in  a County  Hospital. 

After  six  years.  Grandpa  died  and  we  were  forced  to  leave  his  farm 
to  live  in  a nearby  village.  His  death  was  a merciful  event  because  he  would 
have  had  to  submit  to  bankruptcy  proceedings  the  next  year. 

We  endured  a period  of  starvation  and  neglect  before  our  mother 
was  awarded  a Mother's  Pension  of  $60.  00  a month  for  herself  and  we  four 
children.  (Our  paternal  grandmother  had  taken  my  older  brother  to  live  with 
her  in  a city  ten  miles  away.  ) 
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In  this  small  village  some  of  the  church  women  were  very  kind  to 
us.  My  11-year-old  sister  and  I were  "Cinderellas " trying  to  earn  nickels 
and  dimes  wherever  and  whenever  we  could. 

The  summer  of  my  13th  birthday  I started  working  for  "my  room 
and  board  ' in  a family  who  were  aware  of  "that"  disease  in  our  family. 

This  meant  doing  all  forms  of  housework  and  caring  for  three  children  rang- 
ing in  age  from  8 months  to  4 years.  (This  was  to  be  my  daily  pattern  of  life 
as  I struggled  through  high  school  and  one  year  of  teachers'  college- -a  county 
normal  school.  ) 

When  I was  15  years  old,  officers  from  the  County  Sheriff's  Depart- 
ment and  the  County  Hospital  "invaded"  our  strickened  home  while  my  two 
sisters  and  brother  were  in  school.  These  officers  carried  my  mother  to 
a waiting  car  and  drove  her  to  the  County  Hospital.  (The  neighbors  told  me 
they  could  hear  her  screams  for  several  blocks.  ) Eight  years  later,  my 
mother  left  that  place  in  her  coffin.  During  my  visits  with  her,  I would  try 
to  wipe  the  pus  from  her  lips  which  was  caused  by  her  decaying  teeth.  The 
undertaker  confiscated  her  wedding  ring  as  partial  payment  for  his  services. 
My  two  sisters  and  brother  would  have  been  sent  to  an  orphanage,  but  one 
kind,  local  family  took  my  brother  and  our  paternal  aunt  and  grandmother 
took  my  sisters. 

Why  did  this  heart-breaking  invasion  occur?  Because  an  evil, 
interferring,  distant  cousin  thought  my  13 -year-old  sister  was  "boy  crazy" 
about  her  14 -year-old  soni  This  had  been  noticed  at  the  meeting  of  the  young 
people  in  church.  This  lady  played  her  deadly  actions  and  won  her  point  with 
flying  colors.  No  social  service  worker,  no  visiting  nurse,  and  no  concerned 
relative  entered  the  picture. 

High  school  graduation  arrived.  Oh,  how  I wanted  to  be  a nurse, 
but  that  took  three  years  of  training  and  I could  start  teaching  with  one  year 
of  training. 

1 started  teaching  in  a one-room  country  school  with  grades  one 
through  eight  when  I was  18  years  of  age.  The  wages  were  $90.  00  a month. 

Social  ostracism?  Oh  yes,  there  were  several  "oldsters"  who 
knew  about  "that"  disease  in  our  family.  I was  "on  guard"  every  hour  of  the 
day  because  eyebrows  were  raised  and  off-side  remarks  were  made  if  I 
displayed  any  "normal"  outbursts  of  nervous  stress  or  strain. 
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Yes,  I learned  to  turn  out  a mountain  of  "near  perfect"  work  and 
take  care  of  my  health  and  prayed. 

For  16  years  the  three-month  summer  vacation  meant  either  "work 
for  your  room  and  board"  or  "attend  college  classes"  to  gain  extra  credits 
for  my  teaching  certificate.  During  the  teaching  year,  I attended  evening 
classes  and  Saturday  classes  for  extra  credits. 

My  30th  birthday  is  here.  Will  I start  showing  signs  of  that  awful 
"Babcock  Disease?"  Mother  died  six  years  ago.  Aunt  Effie  choked  to  death 
twelve  years  ago.  My  sister  is  showing  definite  signs  of  this  same  disease. 

As  I walk  and  sit  in  front  of  this  full-length  mirror  I don't  see  any  signs. 

The  health  check-ups  are  fine. 

The  man  I married  had  an  H.  D.  afflicted  son.  We  kept  him  at  home 
as  long  as  we  could.  Finally  the  field  director  said  he  would  have  to  be  a full- 
time patient  in  the  V.A.  Hospital. 

Then  I completed  the  necessary  credits  for  my  B.  E.  Degree  and 
returned  to  teaching.  The  most  heart-rending  episode  of  being  an  "at  risk" 

H.  D.  person  happened  six  years  after  my  husband's  death.  The  female  prin- 
cipal of  the  school  was  intensely  jealous  of  my  efficient  methods  and  the  good 
rapport  I had  with  my  pupils  and  their  parents.  The  other  teachers  warned 
me  of  this  jealousy  but  I thought  as  long  as  I was  doing  a conscientious  job  she 
couldn't  hurt  me.  I was  so  wrong. 

She  played  her  trump  card  by  creating  an  undercover  conspiracy 
centering  around  her  secretly  obtained  information  that  there  was  "an  incura- 
ble disease"  in  my  family.  (That's  why  Mrs.  Swingle  was  so  quiet  sometimes 
and  nervous  at  other  times.  ) My  teaching  hours  became  so  wrought  with  ten- 
sionl  Then  I asked  the  superintendent  to  transfer  me  to  another  building  within 
the  area.  He  was  very  understanding  and  cooperative. 

Since  reading  the  article  about  Marjorie  Guthrie  in  the  March  1973 
issue  of  Good  Housekeeping  magazine,  I have  devoted  hundreds  of  volunteer 
hours  as  a worker  and  officer  of  our  Wisconsin  Chapter  to  Combat  Huntington's 
Disease.  Every  month  at  least  $30.  00  is  donated  also. 

Regarding  my  present  problems: 

1.  I must  drive  140  miles  to  reach  the  V.A.  Hospital  where  my 
brother  and  grandnephew  are  confined.  Long-term  care  patients  are  not 
housed  in  the  V.A.  Hospital  that  is  just  40  miles  away. 
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2.  Our  local  county  hospital  has  an  H.D.  patient  sleeping  on  the 
floor.  His  two  narrow  mattresses  keep  spreading  apart.  Why?  Because  he 
slips  out  of  the  regulation  type  bed.  My  brother  would  do  likewise  but  a V.  A. 
attendant  "patented"  a wrap-around  padding  which  goes  over  the  side  rails  and 
under  the  mattress. 

3.  The  Medical  Advisor  for  our  Wisconsin  Chapter  of  C.  C.  H.  D. 
is  striving  to  establish  an  H.D.  research  and  treatment  center  at  Marshfield, 
Wisconsin.  More  funding  is  desperately  needed.  A modern  building  is  avail- 
able. 


As  I drive  on  the  back  roads  in  the  sparsely  populated  areas  of  our 
state  to  visit  with  H.  D.  families,  many  of  their  circumstances  are  parallel 
to  my  past  life.  I do  realize  their  agony  and  stress  and  wish  I could  offer 
more  than  mere  words  to  help  them. 

SCHACHT:  You  mentioned  earlier  in  your  testimony  that  there  is 
fairly  strong  family  pressure  to  not  have  children  if  you  married.  Did  the 
family  receive  "genetic  counseling? 

SWINGLE:  No,  there  was  no  genetic  counseling.  Remember,  I'm 
64  years  old  and  I'm  telling  you  ancient  history  of  when  I say  my  young  teen 
years. 


SCHACHT:  I will  admit  that  genetic  counseling  probably  didn't 
exist  at  that  time.  But  it  was  of  interest  at  least  to  part  of  your  family,  to 
recognize  the  familial  trait.  I think  you've  expressed  very  well  your  needs 
as  you  see  them,  and  hopefully  we  will  be  able  to  make  some  kind  of  recom- 
mendations which  can  be  implemented. 

SWINGLE:  The  situation  that  I spoke  of- -the  young  man  who  was 
sleeping  on  the  floor  in  our  county  hospital--that  is  being  remedied  now  be- 
cause I suggested  to  the  head  nurse  there  at  the  county  hospital  that  she 
either  go  with  me  up  to  the  V.A.  Hospital  in  Toma,  Wisconsin  or  that  she 
make  arrangements  to  go  up  there  and  see  the  type  of  therapy  that  they  have 
at  the  V.A.  in  Toma  so  she  did  go  two  weeks  after  I suggested  it,  and  now 
they  have  made  a sling  for  Tom's  bed  and  I think  he  is  probably  in  his  bed 
now.  But  he  was  on  a mattress  for  about  ten  weeks. 

SCHACHT:  Thank  you  very  much. 
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TESTIMONY  OF 
JIM  RITTER 

WEST  ALLIS,  WISCONSIN 

STRIEBEL:  I am  Marion  Striebel  and  I will  be  speaking  for  Jim 

Ritter.  Jim  is  one  of  the  members  of  our  Wisconsin  Chapter  and  a victim  of 
H.  D.  He  has  seven  children  and  at  the  present  time  he  is  retired  from  his 
position.  Jim  is  always  very  willing  to  participate  in  any  research  for  H.  D. 
since  he  is  concerned  about  his  children  and  has  hopes  that  through  his  help 
they  may  sometime  find  a way  to  control  H.  D.  and  his  children  will  not  have 
to  be  confronted  with  all  the  problems  related  to  H.  D.  that  he  had.  He  was 
separated  from  his  wife  for  a time,  presumably  it  was  the  onset  of  H.D.  that 
brought  this  about.  When  he  was  diagnosed  as  having  H.D.  at  the  V.A.  Hos- 
pital at  Woods,  Wisconsin,  he  asked  his  wife  if  she  would  take  him  back  and 
promised  to  control  his  irritable  moments  as  much  as  possible. 

As  I said  before,  Jim  retired  from  his  job  about  a year  or  a year 
and  a half  ago.  He  manages  to  get  around  pretty  well  but  has  a memory  pro- 
blem and  he  felt  he  could  not  adequately  fulfill  the  qualifications  of  his  position. 
Jim  offered  himself  to  NIH  in  Bethesda,  Maryland,  for  treatment  and  re- 
search. He  was  there  from  February  to  May  of  this  year  and  hopes  to  return 
in  December  or  January.  Jim,  do  you  have  any  more  to  say? 

RITTER:  No,  I came  unprepared  but  I know  that  I've  got  a real 
speech  problem  that's  going  downhill.  I have  accepted  that  because  I do  know 
that  I'm  sick  and  I'm  glad  you  were  able  to  do  that  for  me.  Now  I know  in 
my  letter  I tried  to  write  in  it  an  article  along  with  one  of  the  people  at  N.  I.  H. 
and  it  was  considered  a pretty  decent  article  and  it  was  going  to  be  published 
but  when  I brought  it  home  for  my  wife  and  my  family  to  read,  they  completely 
ignored  it.  I haven't  heard  anything  about  it.  I can't  really  get  it  published 
yet.  There  is  some  good  information  in  that  article  and  I'm  not  afraid  of  this 
ailment.  I know  what's  going  to  happen.  I know  what  the  consequences  are. 

I know  what  my  brothers  went  through.  I know  what  my  Dad's  gone  through. 

I know  when  we  end  up  with  this  particular  ailment,  you're  all  I've  got.  You 
do  look  like  a wet  noodle.  Now,  that's  a hell  of  a way  to  put  it  but  that's  true. 
The  hard  part- -and  the  hardest  thing  in  the  world- -is  to  do  what  you  can  for 
your  family  without  hurting  them.  How  much  should  I really  tell  my  people- - 
my  family?  I myself  have  been  able  to  accept  it  because  I really  diagnosed 
myself  long  before  the  doctors  did  and  I was  lucky  enough  to  have  a job  in  a 
company  to  work  for  who  just  merely  told  me,  "You  work  as  long  as  you  feel 
you  can.  " So  I was  really  able  to  keep  myself  off  the  welfare  rolls  and  off  of 
social  security  an  extra  eight  or  nine  years  and  right  now,  I feel  that  before 
I get  into  a wheelchadr,  I'm  going  to  push  that  wheelchair  for  a long  time. 

But  I,  too,  would  like  to  see,  and  I have  pride,  to  find  a place  where  I can  go 
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and  get  a little  exercise  and  get  out  of  the  house  a little  bit.  In  fact,  I was 
talking  on  the  way  out  here.  . . I wonder  if  I would  just  carry  a cane  so  other 
people  would  accept  the  fact  that  I'm  sick  when  I stagger.  I could  walk  miles. 

I don't  really  know  if  this  is  what  you're  interested  in  or  not,  but  I think  a 
halfway  house  for  people  like  me  would  be  fine.  I have  accepted  it,  I don't 
know  whether  my  family  has  ever  really  accepted  it.  I leave  the  papers  lying 
around  and  I hope  that  they  do  read  it  because  its  a sneaky  disease  and  if  it.  . . 
if  one  of  them  should  get  sick  with  the  same  disease,  it  won't  be  something 
completely  new. 

I will  be  willing  to  answer  any  questions  you  want  to  ask. 

SCHACHT:  I think  you  stated  very  well  the  concern  that  I have  had 
and  that's  the  lack  of  support  resources--both  support  within  the  home  and 
support  out  of  the  home  so  that,  as  you  mentioned,  the  activities  center  so 
that  you  could  get  out  of  the  house,  some  of  this  type  of  thing,  plus  an  appro- 
priate type  of  residential  setting  so  that  when  you  reach  that  stage,  other  than 
a nursing  home  which  may  not  be  appropriate  at  that  time  at  all.  I think  you've 
expressed  that  need  very  well.  Did  you  know  the  risk  to  yourself  when  you  were 
a young  man  of  getting  this  disease? 

RITTER:  I had  seven  kids.  Nobody  in  my  family  was  diagnosed  as 
having  Huntington's  until  after  my  seven  kids  were  born  and  then.  . . up  to  that 
time,  everybody  was  in  a mental  institution,  it  was  one  of  the  things  we  were 
ashamed  of,  I have  even  helped  to  put  my  Dad.  . . But  these  were  the  things  I 
think  about.  . . in  mental  institutions.  . . and  my  brother  too.  And  they  move  them 
from  one  place  to  the  other  and  so  actually  no  one  was  diagnosed  except  m}^ 
brother  who  is  one  year  older  than  myself,  and  by  that  time  I had  had  my 
family  and  I would  very  definitely  make  the  statement  and  one  of  the  things  that 
I find  hard,  with  all  the  risk  and  all  the  things  that  I've  seen,  I would  not  have 
a family  anymore.  I feel  very  definitely.  And  it  took  me  a long  time.  . . it 
took  me  three  cr  four  days  to  make  up  my  mind  on  that  particular  statement, 
but  I don't  feel  that  I would  have  a family  anymore. 

SCHACHT:  How  long  ago  was  it  that  your  brother  was  first  diag- 
nosed? How  old  was  he? 

RITTER:  I would  say,  like  I've  got  a memory  problem,  so  let  me 
think  a little  bit.  The  year  that  he  died,  now  I have  a family  tree  here  and  the 
year  that  he  died  and  the  autopsy.  . . 1969. 

SCHACHT:  So  he  was  diagnosed  in  1969?  Where  was  he  diagnosed? 
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HITTER;  Yes.  He  was  in  a mental  institution  in  Chicago  here. 

I don't  know  which  one  but  again,  he  was  kicked  around  from  one  place  to  the 
other. 


SCHACHT:  I want  to  thank  you  all  for  your  testimony  and  the 
Commission  will  certainly  take  this  under  very  careful  advisement  and  try 
to  make  the  recommendations  which  will  fill  the  needs  which  you  expressed. 

TESTIMONY  OF 
JUNE  JOHNSON 
ROCKFORD,  ILLINOIS 


JOHNSON:  I am  June  Johnson  from  Rockford,  Illinois.  I am  from 
the  Greater  Rockford  Area  Branch  of  the  C.  C.H,  D.  as  the  Midwest  Chapter. 
There  are  over  twenty  in  my  immediate  family  that  have  had  or  died  with 
Huntington's  disease,  so  it  is  very  close  to  my  life.  I am  very  fortunate 
that  I have  not  had  the  disease  myself.  1 thought  that  I had  the  disease  and  I 
had  a test  because  I was  becoming  so  nervous,  and  I was  having  symptoms 
that  sometimes  they  do,  and  becoming  very,  very  nervous  over  the  disease 
so  1 had  the  tests  and  they  said  that  at  the  present  time  and  probably  that  I 
would  not  get  the  disease,  even  though  I am  a very  nervous  type  person.  I'm 
hard  of  hearing  too,  so  if  I miss  what  you  say,  please  excuse  me. 

There  have  been  nine  in  my  immediate  family,  of  our  children,  and 
three  brothers  and  two  sisters  have  died  with  H.  D.  They  have  varied  in  years 
as  to  the  time  of  their  life  span.  One  lived  ten  years  after  we  knew  she  had  it 
and  another  lived  45  years  after  we  knew  she  had  it.  The  others  lived  about 
25  years.  I know  that  sometimes  15  years  has  been  an  average  time  but  it  has 
been  very  different  in  my  own  family.  My  mother,  my  grandmother,  seven 
aunts  and  uncles  all  had  H.D.  and  of  my  mother's  family,  there  were  two  sis- 
ters that  did  not  have  it  and  of  my  family,  there  are  four  of  us  who  do  not 
have  it  who  are  older  in  years. 

I had  a sister  who.  . . living  in  California  and  she  was  traveling  on 
the  bus  and  she  went  to  another  town  and  she  became  confused  and  couldn't 
find  where  she  was,  so  the  police  arrested  her  and  they  didn't  know  that  she 
had  Huntington's,  and  it  was  quite  some  time,  she  became  very,  very  angry 
and  very,  very  cross.  She  could  not  explain,  she  couldn't  tell  them  anything 
because  hervoice,  she  could  not  talk  about  this,  and  so  finally  they  got  her 
daughter  to  come.  We  think  it  should  be  very  important  that  all  H.D.  patients 
should  be  given  some  I.  D.  that  they  have  Huntington's  from  the  doctors,  some 
of  this  type,  I think  it  would  be  very  urgent  because  so  many  times  people  do 
not  know  and  my  other  brothers  have  been  almost  arrested  because  they  were 
out  walking  and  they  couldn't  hardly  walk  because  they  were  stumbling,  you 


3-35 


Chicago,  Illinois 


October  20,  1976 


see,  and  they  were  just  walking  for  some  fresh  air.  Then  I have  many  cou- 
sins, I have  about  four  cousins  who  have  died  with  it.  The  neuromuscular 
disease  is  very  slow  progressing  in  our  family.  It  has  been.,  .my  mother 
had  it  for  25  years  and  as  I explained,  the  one  sister  had  it  45  years.  They 
became  very  difficult  to  understand  them  and  my  mother  cried  and  cried  and 
cried  and  they  are  so  depressed  and  its  so  sad  and  so  depressing  when  you 
have  to  understand  what  they  stay,  or  its  difficult  for  them  to  walk. 

I also  feel  that  the  at  risk  people  should  take  tests  to  relieve  their 
minds  and  tension  and  I also  believe  that  we  should  have  nursing  homes  which 
are  equipped  with  nursing  facilities  for  H.  D.  patients  because  many  people 
call  me  and  they  say,  "What  shall  I do?  Where  shall  I take  them?  I don't 
know  where  to  take  them?"  And  many  of  the  nursing  homes  are  either  too 
expensive  or  they  do  not  take  H.  D.  patients,  and  so  this  is  something  that  I 
think  should  be  in  the  future  we  should  think  about  very  seriously  for  the 
families.  Also,  some  information  for  the  family  to  help  each  individual  per- 
son. For  instance,  supposing  just  a little  note  to  fill  their  glass  half  full. 

Itk  so  simple  to  us  to  fill  it  all  the  way,  but  some  little  help  should  be  printed 
in  a book  for  the  families.  I feel  that  it  should  be. 

Well,  have  I taken  my  time? 

GUTHRIE:  I'm  sorry  I had  to  leave  the  room  but  I'm  happy  to  see 
you,  June  and  say  I didn't  hear  the  whole  testimony  but  if  you  could  just  tell 
us  so  that  we  could  have  on  the  record,  what  do  you  think  is  the  No.  1 great- 
est problem  for  the  families  that  you  meet  and  see?  If  they  all  could  get  into 
a room  and  tell  you,  what  is  the  greatest  problem  you  feel  that  they  are  having 
with  this  disease? 

JOHNSON:  Well,  because  of  the.  . . they  stay  home  as  long  as  they 
can.  They  need  to  have,  just  as  I said,  just  a book  of  help  for  those  who  take 
care  of  them  in  their  homes.  . . 

GUTHRIE:  But  do  you  think  people  want  to  stay  home  or  not? 

That's  the  first  thing. 

JOHNSON:  Well,  I think  that  the  patient  wants  to  stay  home  as  long 
as  they  can. 

GUTHRIE:  And  that's  important,  isn't  it? 
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JOHNSON:  Yes.  I do.  I would  if  it  were  me,  I would  want  to  stay 
honu*  as  long  as  1 could.  And  I think  there  should  be  more  help  for  these  peo- 
ple because  there  have  to  be  nurses  in  their  own  home  and  they  aren't.  . .they 
don't  know  what  to  do.  And  I think  that  we  should  have  some  books  written 
on  this  type  of  thing. 

GUTHRIE:  But  if  they  stay  home,  which  is  their  preference  and  1 
agree  with  that,  don't  you  think  that  other  than  little  helpful  hints  that  you've 
mentioned,  that  we  should  in  some  way  provide  some  kind  of  social  life,  some 
kind  of  human  relationships  in  that  home? 

JOHNSON:  Oh,  yes.  Yes,  there  should  be.  And  it  should  be  either 
our  own  groups  working  with  these  families,  this  is  the  best  way  because  we 
know  them.  We  get  to  know  them  this  way  and  we  should  either  go  in  and  do 
something  for  them.  Go  in  and  you  could  read  to  them  or  you  could  talk  to 
them,  or  if  they,  you  know,  a one-way  conversation  wouldn't  make  any  differ- 
ence if  . . to  them.  . .just  to  see  you,  to  know  that  you  care  about  them. 

GUTHRIE:  Yes,  because  I worry  about  some  people  who  are  in  the 
home  and  neglected  in  the  home,  leading  very,  very  lonely  lives  in  the  home. 

JOHNSON:  Most  of  them  is  that  case,  because  most  people  have  to 
work  and  they  have  to  work  to  pay  for  all  the  care  so  they're  left  alone  most 
of  the  time.  I had  two  ladies  call  me  just  a couple  weeks  ago.  "What  shall 
I do?  Where  will  I take  them?  1 don't  Imow  what  to  do  next.  " And  you  try  to 
do  what  you  can. 

GUTHRIE:  Someone  made  a suggestion  and  I would  love  to  hear 
your  response,  that  where  a family  goes  out  to  work  and  leaves  a patient 
alone  all  day  long,  even  though  they  are  at  home,  that  wouldn't  answer  the 
needs  for  that  patient  and  someone  has  suggested  day  care  centers  for  people 
with  chronic  illness  where  they  could  be  taken  and  be  given  an  opportunity, 
like  children,  but  given  on  the  adult  level.  A place  where  they  could  go  and 
meet  other  people  and  perhaps  read  or  listen  to  recordings  and  eat  together. 
Does  that  appeal  to  you? 

JOHNSON:  Oh  yes,  and  that's  why  1 think  we  should  have  this. 

This  is  on  the  same  idea,  however,  of  having  nursing  homes  who  take  care 
of  H.D.  patients.  This  way  they  could  come  here  and  be  together  and  be 
as  a family  together.  This  is  something  we  should  have. 

SCHACHT:  1 have  just  one  question.  Your  family  members  who  are 
at  risk.  . .do  they  understand  what  that  risk  is? 
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JOHNSON:  Do  you  mean  my  own  immediate  family  or  my  group's? 

SCHACHT:  Your  immediate  and  those  that  you  have  contacted. 

JOHNSON:  Yes.  We  have  explained,  you  know,  that  they  know  that 
if  one  parent  has  H.D.  that  they  have  a 50-50  chance  of  getting  it  and  so  they 
realize  this,  but  most  people  do  not  do  anything  about  it--even  look  into  it--until 
they  are  so  far  along  that  they  could  have  been  helped  to  adjust,  to  accept  it. 

If  they  had  known  ahead  of  time.  Yes. 

TESTIMONY  OF 
SALLY  C.  HOGAN 
MINNEAPOLIS,  MINNESOTA 

HOGAN:  I'm  Sally  Hogan  from  Minneapolis,  Minnesota  and  the 
testimony  which  I submitted  to  the  Commission  was  reasonably  extensive. 

I indicated  that  I would  speak  not  to  the  family  problems  or  not  to  the  family 
history- -go  over  that  again,  but  I would  refer  to  the  existing  problems  which 
I see  and  some  needs  which  I know  need  desperately  to  be  answered. 

Running  quickly  through  this  on  the  problems,  because  I feel  like  I 
would  like  to  expand  on  the  needs  more.  Welfare  rules  and  regulations  in  any 
area  of  the  country  are  atrociously  restrictive.  I see  that  as  an  existing  pro- 
blem. Civil  liberties  and  personal  rights  are  very  fine  and  they  have  meant 
that  a lot  of  people  were  not  put  behind  bars  or  placed  in  hospitals  improperly, 
but  I believe  that  this  comes  around  on  the  other  side  of  the  coin  to  create 
problems  with  patients  with  H.  D. 

I think  the  privacy  act  of  the  Federal  Government  has  a great  deal 
of  value  in  certain  areas,  having  dealt  with  my  son  in  the  Veterans'  Hospital, 
two  or  three  of  them  as  a matter  of  fact,  one  department  you  can  find  out 
what's  going  on  and  the  next  department  you're  going  on  a trip  with  some  of 
the  people  in  the  psychiatric  unit  on  an  outing--gone  horseback  riding.  He 
happened  to  fall  off  the  horse  and  broke  one  finger,  so  I called  the  orthopedic 
department,  . . "We  can't  tell  you  if  that  person  is  a patient  here.  " End  of 
comment. 


I believe  guardianship  regulations  create  a problem,  and  this  is 
within  the  legalistic  area  and  I am  not  fully  qualified  to  go  too  much  into  that. 

I believe  there  should  be  an  hereditary  disease  advocate.  I see  the  lack 
of  one  as  being  a problem  and  this  would  be  countrywide. 

SCHACHT:  Excuse  me,  Sally.  May  I interrupt  you?  The  TV  crew 
is  here  and  would  like  to  do  a pan  or  scan  of  the  room  and  we'd  like  to  know  if 
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anyone  would  object  to  having.  . . to  appearing  on  a television  scan? 

WEXLER:  You  would  not  have  your  names  identified  but  they  would 
like  to  get  some  sense  of  the  room  and  the  hearing.  We  want  to  make  sure 
that  this  is.  . . 

RITTER:  Shall  I comb  my  hair  first? 

(Laughter) 

JOHNSON:  I believe  that  an  existing  and  a continuing  problem  is 
both  the  primary  education  and  the  continuing  education  of  professionals  who 
work  with  Huntington's  disease  patients  and  their  families.  This  also  ex- 
tends to  the  community  services  and  including  the  law  enforcement  agencies. 

I see  as  a problem  the  effort  to  move  disabled  persons  out  in  the  "community.  " 
This  has  great  value  in  some  corners  of  the  medical  rehabilitation  world.  I 
believe  that  Huntington's  people  are  on  a continuum  of  deterioration  and  there 
comes  a point  where  they  are  no  longer  able  to  function  in  the  community, 
in  the  society  and  they--for  want  of  a better  word--need  a keeper,  even  if  itS 
just  to  go  to  the  library,  go  swimming,  go  camping,  go  out  and  eat,  visit  with 
friends.  They  need  someone  to  be  with  them  all  of  the  time. 

The  lack  of  research  money  and,  of  course,  public  awareness  to 
expand  upon  these  problems--!  believe  that  answering  these  needs  should  not 
be  done  separately,  but  should  be  done  in  a comprehensive  program  which  is 
not  hidden  from  those  who  need  it  so  that  you  have  to  work  with  a lawyer  to 
find  these  programs.  These  programs  should  not  be  excessively  restrictive, 
and  they  should  be  administered  by  state  and  county  facilities. 

Programs  need  to  be  geared  to  the  realization  that  there  are  different 
levels  of  coping.  The  gentlemen  who  spoke  a bit  earlier  has  one  level  of  cop- 
ing; there  are  other  people  who  run  and  hide;  there  are  people  who,  out  of 
desperation,  commit  suicide,  and  programs  need  to  be  geared  to  this  under- 
standing in  the  families  as  well. 

Record  keeping,  of  course,  is  a distressful  thing;  it's,  in  a 
way,  genetic  pedigrees,  adoption  agencies,  families  informing  the  children. 

One  thing  which  I did  at  the  University  Hospital  where  my  daughter  was  cared 
for  was  to  pick  up  the  series  of  school  pictures  which  were  taken  once  a year 
and  handed  that  in  for  a physical  overview  in  that  manner,  for  people  who  had 
not  seen  her  before.  I thought  it  was  of  value  and  they  indicated  this  as  well. 
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I believe  the  welfare  laws,  as  1 referred  to  earlier,  penalize  fam- 
ilies when  it  becomes  obvious  that  mates  must  divorce  in  order  to  obtain 
nursing  home  or  institutional  type  care.  The  spend-down  schedules  when 
children  are  involved,  it  is  necessary  that  public  monies  not  be  frittered 
away,  but  there  must  be  some  better  means  of  trying  to  get  at  the  welfare 
support.  One  family  1 know  has  a daughter  in  senior  high  in  the  work  study 
program.  She  was  not  going  to  be  allowed  to  do  this,  participate  in  this  par- 
ticular program  because  her  father  was  disabled  with  Huntington's  disease, 
is  receiving  welfare  benefits  and  the  daughter's  money  would  subsequently  be 
removed  from  her  if  she  worked  at  home.  This  has,  1 believe,  since  been 
modified  through  the  local  county  welfare  system  and  has  even  gone  so  far 
as  the  Chicago  Regional  Office.  1 could  be  in  error  on  those  specifics. 

That  is  a problem  that  needs  to  be  looked  into.  When  1 was  seeking  support 
for  my  daughter  through  the  welfare  agencies,  1 was  receiving  two  federal 
pension  checks  from  the  Railroad  Retirement  Board  and  from  the  Veterans' 
Administration.  I was  told  that  those  federal  pension  checks  would  be  con- 
sidered my  income  and  1 was  to  at  that  point  then  give  all  that  up  but  the 
$200.  00  which  1 would  be  allowed  to  keep  to  live  on.  1 consider  that  using 
that  sort  of  money  and  saying  you  can't  have  it  is  wrong. 

Reference  to  residences  for  people;  a woman  with  a 10-year-old 
child  in  a wheelchair,  having  been  diagnosed  with  Huntington's,  and  a child  of 
age  4_^needs  a place  to  put  this  child.  The  mother  needs  a chance  to  live  her 
life  as  an  independent  individual  knowing  that  the  child  is  getting  complete 
care,  including  social  structure,  and  yet  not  wearing  the  mother  down  to  a 
martyred  nub. 

People  ages  18  to  45,  where  do  you  put  them?  1 believe  that  the 
responsibility  of  the  nursing  homes  across  the  country  is  to  widen  their  scope 
of  care  rather  than  have  geriatric  custodial  care,  making  it  a broad  spectrum 
of  necessary  institutionalized  care. 

I spoke  to  medical  and  education,  nursing  schools,  we  need  it 
there.  In  the  primary  education  of  people  in  the  medical  field.  We  need  an 
up-dated  medical  and  other  professional  facts  of  the  disease,  the  family 
inter-relationships  and  the  need  to  confer  with  knowledgeable  persons  when 
they  don't  know  and  there  are  many  who  just  won't  admit  they  don't  know  and 
don't  confer.  Social  workers  need  to  be  trained  both  in  undergraduate  studies 
and  as  they  receive  their  M.  S.  W.  's  and  go  out  in  the  world--the  real  world-- 
to  people  with  problems.  They  need  to  know  about  Huntington's  Disease  and 
what  it  does  to  families.  Lawyers  and  police  agencies--!  talked  to  a gentle- 
man on  the  plane  this  morning,  a federal  marshal,  who  when  he  v/as  a state 
highway  policeman  in  another  state,  had  arrested  a man  who  appeared  to  be 
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(lr*unk:  tliat  was  the  first  this  gentleman  had  met  with  Huntington's  Disease, 
and  it  was  proven  in  court.  I believe,  as  I indicated,  the  welfare,  the  legal 
aid  and  human  resource  personnel  need  to  be  educated  as  they  come  through 
their  learning  processes,  be  educated  and  continually  educated.  Employers 
need  to  understand.  The  National  Association  of  Businessmen  has  been  on  a 
nationwide  campaign  to  employ  the  handicapped.  They  should  know--and  know 
what  it  takes  from  a family  and  know  what  it  gives  to  a person  to  employ  them. 
Give  them  the  social  and  economic  resources. 

Regional  advocates  for  persons  afflicted  with  wasting,  hereditary 
neurologic  diseases  should  be  paid  for  by  the  United  States  Public  Health  Ser- 
vice. Clinics  for  the  diagnosis  of  Huntington's  Disease  should  not  always  be 
voluntary;  there  should  be  some  resource  across  the  country  for  this--to  pay 
for  them  so  that  the  medical  staff  would  not  have  to  always  be  giving  in  a vol- 
unteer manner.  They  give  enough. 

National  attention  and  education,  church  and  ministerial  education 
for  those  people  in  the  religious  field  who  will  be  counseling  with  such  people. 
Ministers  and  counselors  in  nursing  homes.  Funeral  and  burial  expenses 
and  problems,  considering  autopsies,  brain  tissue  donation,  immediate  needs 
and  future  needs  of  the  family  and  the  entire  issue  of  guilt.  Money  for  funding 
persons  interested  in  basic  and  restricted  research  with  an  end  goal  to  finding 
some  means  of  alleviation  of  the  problems  of  Huntington's  Disease. 

GUTHRIE:  Sally  used  a very  interesting  phrase  to  me.  Hereditary 
Disease  Advocacy.  I am  just  wondering,  can  you  go  a little  more,  tell  us, 
what  do  you  think  and  how  can  we  get  an  advocacy  for  hereditary  disease? 

Do  you  have  any  thoughts  on  that? 

HOGAN:  How  can  we  get  one,  Marjorie?  I believe  that  it  should 

be  a person  who  is  trained  in  the  many  facets,  the  financial,  it  is  a broad  scope 
job  obviously,  the  word  advocate.  But  I called,  for  instance,  one  hospital  and 
said,  "l  hear  that  this  gentleman  is  being  asked  to  leave  the  hospital  and  go  home 
to  the  family  and  the  wife  has  been  told,  since  the  children  are  afraid  of 
the  man  in  his  violent  moods,  that  they  should  be  put  out  into  foster  homes.  " 

I called  and  checked  with  the  hospital  staff  whom  I know  and  that  was  looked 
into,  because  they  know  me.  AH  right,  I've  had  experience  as  you  on  the  Com- 
mission know,  with  Huntington's  Disease  in  my  family.  By  virtue  of  dealing 
with  the  Government  agencies  and  welfare  agencies,  I happened  to  have  come 
up  with  grass  roots  knowledge.  Now  whether  I'm  qualified  to  become  an  advo- 
cate, Marjorie,  or  not  I do  not  know. 
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GUTHRIE:  I don't  mean  that.  I was  trying  to  figure  out  how  we 
could  suggest  a method  for  getting  the  advocacy.  How  do  we  get  it  and  where 
do  we  get  it  to  and  who  do  we  talk  to  ? I think  this  is  what  I'm  concerned  with. 

I agree  with  you  that  we  need  it.  How  are  we  going  to  get  it? 

HOGAN:  All  right.  My  suggestion  again--whether  it  is  plausible  or 
not.  The  United  States  Public  Health  Service  supports  financially  these  people; 

I don't  know  whether  that  is  so  good  or  not.  I really  don't  know.  I don't  know 
how  to  get  them.  I think  that's  a very  open-ended  question  and  I honestly  cannot 
answer  it  at  this  point,  but  I would  say  that  not  just  trained  professionals.  I 
think  someone  who's  been  through  the  mill  is  someone  who  needs  to  stand  in 
that  position  and  be  trained  if  necessary,  but  be  there. 

SCHACHT:  Sally,  you  suggested  the  U.  S.  Public  Health  Service  as 
a possible  advocacy  agency.  One  of  the  problems  with  that  is  you  have  a govern- 
mental agency  advocating  in  its  own  agency,  that  you  run  into  real  problems 
there,  both  for  the  poor  soul  who  is  trying  to  play  advocate  plus  the  other 
agencies  who  say,  "Now,  if  you  don't  get  off  my  back,  thus  such  and  such  will 
happen.  " And  this  would  be  true.  So  I would  like  to  suggest  that  it  be  the 
voluntary  agencies  such  as  the  Committee  to  Combat  Huntington's  Disease, 

The  National  Huntington's  Disease  Association,  The  National  Ataxia  Founda- 
tion, with  their  local  chapters,  who  would  with  financial  support  from  the 
Federal  Government,  but  it  is  they  who  assume  this  advocacy  role.  They  are 
the  ones  who,  as  you  say,  "have  been  through  the  mill"  and  they  are  the  oneswho-- 
if  they  are  willing  to  do  it--can  play  an  extremely  effective  role.  I agree  that 
they  need  the  money,  but  I would  suggest  that  you  get  it  out  of  the  government. 

HOGAN:  All  right.  Would  it  be  a viable  idea  that  businessmen  or 
businesses  support  this  kind  of  a program--pay  for  it,  pay  out  $7,  000,  $8,  000, 

$10,  000  a year  to  support  someone  in  this  manner  in  an  area  of  3,  4 or  5 states 
or  one  state  ? 

GUTHRIE:  Well,  I'm  interested  in  our  recommendations  to  the 
Congress,  you  see,  because  this  is  a Congressional  Commission  and  I think 
it  would  be  important  that  we  come  up  with  suggestions  that  are  viable  to  the 
Congress  as  to  what  they  can  do  and  that's  why  I brought  the  question  up.  I 
think  I happen  to  agree  with  you,  we  haven't  thought  it  out  carefully  enough 
and  that's  why  it's  important  for  us  to  think  about  it  so  that  we  can  make  the 
kinds  of  suggestions  that  Congress  might  be  willing  to  accept.  I don't  think 
I'd  like  to  ask  the  Congress  to  ask  the  businessmen  to  support  our  thoughts. 

WEXLER:  Well,  I think  that  you  raise  an  interesting  question 
though,  because  if  you're  really  saying  that  somebody  who  is  in  the  govern- 
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mcnt  could  also  be  a consumer  advocate,  then  I think  we're  saying  something 
vn-ry  important  and  something  not  very  satisfactory  about  our  government. 

SCHACHT:  Well  I think  they  can,  but  I think  they  are  sometimes 
in  a difficult  position.  We  have  them  in  some  of  our  state  institutions.  We 
have  citizen  or  [)atient  advocates,  but  I have  real  concern  as  to  what  their 
clout  might  be  in  the  long  run,  when  you  get  into  the  difficult  situation  that 
we're  going  to  see. 

GUTHRIE:  But  I think  that  what  Sally  said  is  important--that  we 
know  there  is  a need  for  advocacy  on  the  part  on  those  of  us  who  are  involved 
with  all  of  these  genetic  disorders.  We  must  look  for  an  avenue  for  that.  . . 

HOGAN:  I think  perhaps  that  would  be  my  response  then,  after 
this  discussion,  you're  saying  what  can  be  recommended?  That  we  pursue 
looking  for  a manner  in  which  to  do  this. 

GUTHRIE:  Right. 

WEXLER:  Could  I ask  another  question  on  this  hereditary  advocacy? 
Somehow  we've  got  to  find  another  word  though  because  it  sounds  like  you're 
advocating  heredity,  or  whatever  that  is,  but  I think  you  made  it  a general 
phrase,  and  I've  heard  this  morning  that  when  the  people  with  ataxia  suffer 
many  of  the  same  kinds  of  problems,  I wonder  if  it  would  be  your  suggestion 
that  if  there  was  a group  that  could  put  together  similar  service  strategies, 
if  representatives  from  the  National  Ataxia  Foundation,  from  the  various 
Huntington's  Disease  groups,  from  the  other  hereditary  and/or  neurological 
groups  that  have  similar  needs,  could  get  together  in  a meeting  and  just  map 
out,  what  are  their  services  needs  and  who  or  what  might  be  the  best  person 
or  agency  to  speak  for  those  needs.  Because  then  we'll  have  a bigger  power 
base  and  if  we  shouldn't  somehow  or  other  develop  some  planning  group  to 
plan  similar  service  strategies,  no  matter  who  needs  them. 

HOGAN:  That  would  certainly  make  sense  because  it  would,  as  you 
say,  be  a broader  base  and  would  be.  . . the  services  are  the  same,  the  ataxia 
people  need  to  have  nursing  home  care  or  know  that  they  don't  have  to  divorce 
each  other  or  something,  and  so  do  the  other  diseases. 

GUTHRIE:  Sally,  one  other  phrase  that  you  used  that  I am  interested 
in  and  I just  want  to  suggest  that  I agree  with  you  wholeheartedly,  on  the  need 
for  coping  on  different  levels.  I think  that  is  one  of  the  problems  we  have  not 
yet  addressed  ourselves  to  fully,  that  the  person  who  first  learns  about  the 
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disease  in  his  family  is  one  problem,  and  then  when  he  has  it  himself,  that  is 
another  problem;  and  then  he  lives  with  it  for  five,  or  ten,  or  fifteen  years, 
and  all  along  the  way  he  needs  the  support  of  helpful  services.  I like  your 
concept  and  I would  hope  that  our  response  will  be  to  include  that  in  our  final 
report  as  one  of  the  great  needs  for  all  the  families.  We  need  to  help  all  along 
the  way.  It  isn't  just  come  to  the  office  and  have  one  visit  and  go  home  and 
you  do  or  do  not  have  Huntington's,  I am  sure  you  agree  with  that.  Right? 

HOGAN:  Yes,  I do. 

GUTHRIE:  That's  your  words--different  levels  of  coping. 

HOGAN:  That's  right.  In  fact,  the  reference  was  made  on  the  test- 
imony prior  to  mine  about  identifications  that  could  be  worn  for  Huntington's 
Disease.  To  wear  an  identification  which  says  you  have  Huntington's  Disease 
is  pretty  courageous  and  some  people  are  not  there.  And  this  has  to  be  at 
least  acknowledged. 

GUTHRIE:  Can  I ask  you  one  personal  question?  If  you  can  answer 
it.  Have  you  any  idea  or  can  you  describe  to  us,  how  your  daughter  felt  when 
she  was  told  she  had  Huntington's. 

HOGAN:  To  be  perfectly  honest,  I don't  know  if  she  was  ever  told 
in  so  many  words,  "You  have  Huntington's  Disease.  " She  knew  she  was  not 
well.  She  was  very  much  attached  to  her  father  in  a sympathetic  way,  as 
well  as  a loving  daughter.  After  her  father  died,  she  did  tell  one  nurse,  "I 
don't  want  to  die.  " And  this  was  at  age  21.  She  died  at  age  22.  She  knew-- 
she  didn't  have  to  be  told  what  the  name  of  it  was.  She  knew  it  was  awful. 

GUTHRIE:  So  that  she  had  awareness,  even  if  she  didn't  verbalize? 

HOGAN:  That's  right.  You  would  have  liked  her. 

GUTHRIE:  I'm  sure  I would  have.  I feel  that  its  important  to 
document  again  the  feelings  of  what  our  people  feel--not  only  what  they  say. 

HOGAN:  I believe  in  the  testimony  which  I did  not  refer  to  this 
morning,  that  I have  included  some  of  that,  but  thank  you  for  asking. 

WEXLER:  I wanted  to  also  ask  you  a personal  question  because  I 
read  that  testimony  and  it  continually  impresses  me  and  knowing  you  continu- 
ally impresses  me.  I think  that  a person  who  often  gets  ignored  in  the  Hunt- 
ington's story  is  the  spouse  of  the  person  with  Huntington's  Disease  and  the 
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motlier  of  the  children  who  die  with  Huntington's  Disease,  and  that  your  whole 
family  has  been  wiped  out  and  you  have  managed  to  survive  in  the  most  im- 
pressive and  admirable  fashion.  I have  a tremendous  amount  of  respect  for 
you.  I wonder  if  there  is  any  recommendation  that  you  could  give  to  the 
Commission  for  what  might  be  available  for  the  healthy  person  in  the  Hunting- 
ton's family.  You  mention  here  about  the  guilt,  you  mention  about  the  need 
for  respite  care  for  the  people  who  are  sick.  How  does  the  healthy  person 
manage  to  lead  any  kind  of  normal  life  whatsoever  without  abandoning  the 
people  who  are  sick? 

HOGAN:  That's  quite  a question.  Without  abandoning  the  people 
who  are  sick,  and  I think  1 would  latch  onto  that  phrase  in  your  long  question, 
Nancy.  I wrestled  for  a long  time  over  my  distress  over  putting  my  daughter 
on  welfare  and  putting  her  in  a nursing  home.  But  1 also  knew  that  if  I didn't 
do  something,  I would  be  there. 

WEXLER:  1 don't  consider  that  abandonment,  by  the  way. 

HOGAN:  Well,  no,  but  that  is.  . . some  people  do  and  some  people 
put  their  family  into  an  institution  and  do  not  go  back.  They  are  coping  in 
that  manner.  That  was  part  of  the  way.  . . I guess  that  was  part  of  the  way  I 
coped,  was  to  come  to  that  decision.  The  support  I had,  the  medical,  the 
ministerial,  the  friendly  support  I have  had,  has  all  indicated,  "it's  your 
decision,  Sally.  " But  you  are  a person  too.  Now  that  kind  of  encouragement 
meant  that  when  my  husband  went  into  a nursing  home  and  some  of  his  friends 
said,  'What  did  you  do  that  for?"  They  had  not  lived  with  him.  And  when  I 
had  to  put  my  daughter  in  a nursing  home,  the  same  kind  of  thing.  I had  to 
make  up  my  mind  that  I was  going  to  have  a life  for  me.  I was  not  going  to 
become  a rather  thin  doormat,  and  there  are  some  people  who  can  live  with 
this.  There  are  some  people  who  have  their  own  way  of  coping.  A very 
strong  religious  faith,  1 know,  is  there.  And  as  I've  indicated  more  than  once, 
that  many,  many  corners,  all  the  people  I've  met,  my  host  of  friends. 

GUTHRIE:  And  your  example  of  how  you  coped  has  made  it  possible 
to  help  others.  Because  had  you  not  survived,  you  could  not  do  the  work  that 
you  do  to  help  others.  And  for  this,  your  courage  is  well  rewarded,  I know, 
inside.  Because  you  know  you  are  helping  and  you're  making  the  difference. 

SCHACHT:  I can  only  say  that  the  comments  of  Nancy  and  Marjorie, 
having  known  you  for  quite  a long  time  now,  you  have  done  a superb  job, 
really. 
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TESTIMONY  OF 
IRENE  KELLEY 

DEPARTMENT  OF  PSYCHIATRY 
RUSH-PRESBYTERIAN-ST.  LUKE'S  MEDICAL  CENTER 


KELLEY:  I work  at  the  Children's  Therapeutic  School  and  I'm  a 
drama  therapist.  Since  1969  I have  been  working  in  the  Midwest  Chapter  of 
the  Committee  to  Combat  Huntington's  Disease.  I feel  a great  responsibility 
to  keep  confidentiality,  you  know,  and  so  I'm  going  to  just  share  a story  of  a 
man  that  I met  once.  I'm  giving  a different  name  but  the  facts  are  basically 
true.  I feel  that  because  he  was  in  denial  and  he  was  alone  and  .he  will  be  not 
writing  this  Commission,  I would  like  to  tell  his  story. 

A newspaper  reporter  called  me  to  inquire  if  I would  come  downtown 
and  talk  with  a man  who  frequented  the  paper  only  at  night.  He  was  wearing  a 
silver  bracelet  that  said,  "I  suffer  from  Huntington's  Disease.  I am  not 
drunk.  " On  the  other  side  there  was  his  social  security  number  and  his  name. 

I agreed  to  come  down  but  before  I could  get  there,  he  was  gone. 

Three  weeks  went  by  and  I received  another  call,  this  time  from 
the  night  watchman.  It  was  3:00  a.  m.  in  Chicago.  This  time  he  was  there. 

I met  a tall,  thin  man  with  blonde  curly  hair  and  beard.  His  complexion  was 
tanned.  Eyes,  very  blue.  He  looked  to  be  thirty  years  old. 

He  wore  overalls  and  three  flannel  shirts,  one  on  top  of  the  other. 

He  carried  a torn  blanket  held  in  a ball-like  fashion  under  his  arm,  freeing 
his  hands  to  touch  walls,  doors,  or  stairs  as  he  walked  the  jerky,  irregular 
wide  gait  of  a Huntington's  person.  He  was  hungry,  so  we  had  a thermos  of 
soup,  sandwiches  and  later  coffee  with  sugar.  I'd  brought  along  some  food. 

It  turns  out  he  had  been  a pilot  in  the  war  overseas.  He  could  go 
to  any  Veteran's  hospital  for  care  but  said,  "Not  yet.  " "Why,  " I asked. 

"They  don't  let  you  exercise  enough.  I got  weak  there  so  I left.  " "When?" 

"Oh,  not  long  ago.  " He  paced  in  half-circles  as  he  ate,  trying  not  to  spill 
the  liquid.  "What  hospital  were  you  in?"  Silence.  No  answer.  The  watch- 
man said,  "What  you  gonna  do  with  him?"  "Please,  we  need  some  time  to 
talk  with  one  another.  " 

Gradually  he  told  me  about  being  a pilot--some  memories  on  his  mind 
about  the  war;  earlier  about  school.  Basketball.  Before  that,  a divorce  of 
his  parents.  The  illness  of  his  mother.  She  died  at  home;  she  had  Hunting- 
ton's. He  touched  his  I.D.  bracelet  too.  Who  took  care  of  her?  He  said, 

"l  did.  " His  body  bent  forward.  Tears. 
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"Who  is  looking  out  for  you?"  He  answered  firmly,  "I  am.  " 

"Where  is  your  father?" 

'I  don't  know.  " He  looked  away.  "We're  out  of  touch,  my  father 
and  1,  " ho  said. 

"How  do  you  manage?" 

"I  get  a disability  check  but  its  only  $99.  00.  I can't  live  off  that.  " 
He  held  out  his  left  hand  and  the  other  was  moving  in  the  air,  jerkily.  "So  1 
have  it  sent  to  a hotel.  I pick  up  the  check,  cash  it  at  a currency  and  live  on 
the  streets.  " He  took  showers  at  Mayor  Daley's  gym  on  Navy  Pier,  ate  in  a 
restaurant,  and  when  his  money  ran  out,  he  asked  churches  and  synagogues 
for  money.  "They  have  never  let  me  down  yet,  " he  said.  He  said  he  washed 
his  inner  shirt  and  put  it  on  the  outside  to  dry  as  he  walked  around  the  city. 

He  slept  on  the  beach  and  went  to  The  Salvation  Army  to  sleep  on  a cot  if  it 
rained. 

Some  doctor  gave  him  a silver  bracelet  that  helped  him  the  most, 
he  said,  because  he  could  show  it  to  the  police  if  stopped.  This  usually  made 
quite  a difference  in  how  he  was  treated.  Before  he  got  the  bracelet,  the 
police  would  rough  him  up  and  treat  him  like  a drunk.  He  frowned  and  said, 
"I've  been  beaten  up  on  the  streets.  " 

I asked  him  if  he  knew  where  the  Veterans'  Hospital  was  near 
the  beach  where  he  slept.  "No,  " he  said.  "Would  you  like  me  to  show  you 
where  it  is?"  "Yes.  " "Now?"  He  finished  his  coffee,  picked  up  his  blanket 
and  hugged  it.  "Yes.  " The  night  watchman  called  a cab  and  I asked,  "Can 
you  manage  the  stairs?"  He  stared  at  the  stairs  and  he  looked  at  me,  his 
eyes  did  not  focus  easily.  They  had  a faraway  look  and  he  seemed  tired. 

"yes,  I can  manage.  " And  he  lunged  forward,  taking  two  or  three  steps  at 
a time  down  a couple  of  flights  of  steel  stairs  to  the  lower  dock  below.  You 
can  hear  the  paper  being  printed,  you  can  see  the  lights  on  the  Chicago  River. 

The  cab  driver  spoke  pleasantly  to  me  and  harshly  to  the  man. 

"He  with  you?"  pleasantly.  "Yes.  " "Get  in  here"  harshly.  It  took  the  man 
time  to  maneuver  his  legs  and  close  the  door.  He  was  more  comfortable,  it 
appeared,  standing  than  sitting.  He  held  the  door  armrest  with  both  hands. 
The  ride  was  a brief  one  and  when  we  got  to  the  V.A.  Hospital  and  Rehab 
Center,  it  was  locked  up.  No  guard  at  the  door.  I paid  the  cab  driver  and 
we  walked  to  the  side  door.  I was  looking  for  an  emergency  room.  It  was 
closed  too. 
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The  man  ran  to  look  at  the  lower  windows  and  he  stood  on  the  grass 
looking  up  at  the  building.  He  pointed  east.  "The  lake  is  over  there,  " he 
said.  "Yes,  it  is.  " He  was  oriented  to  the  area.  "Do  you  want  me  to  ring 
this  bell?"  I said.  "No,  I won't  go  in  there  yet.  Maybe  in  the  winter.  " 

All  I have  shared  with  you  came  slowly,  pleasantly,  requiring 
patience  on  both  our  sides  of  the  conversation.  The  speech  was  soft  much 
of  the  time,  hard  to  understand,  explosive,  and  I'm  sure  I missed  some  of 
it. 


We  stood  there  in  the  light  from  the  hospital  basement  and  the  man 
said,  "You  want  me  to  go  in  there,  don't  you?"  "Yes,  I do  but  it's  up  to  you.  " 
He  said,  "it's  not  time  yet.  " "Only  if  you  want  to  but  I want  you  to  knov'-  it!s  a 
good  place  with  kind  people."  "iti  not  time  yet.  " And  he  moved  away.  "l  may 
go  to  Florida,  " said  the  man.  "You  know  people  there?  Why  Florida?"  "lt!s 
warm  there.  " "You  make  friends  easily?"  "No,  not  anymore.  " He  came 
closer.  "People  can  be  good  if  they  want  to  be  good.  " "I  agree  with  you,  ' 

I said. 


I called  him  by  name.  "Chuck,  I did  come  down  here  to  talk  with 
you  and  I-^would  like  you  to  talk  with  the  people  in  this  V.  A.  Hospital.  I would 
like  you  to  ring  that  bell,  go  and  see  how  the  doctor  feels  you  are  doing." 

"l  know,  " he  said.  He  repeated;  "It's  not  time  yet.  " 

He  had  worked  out  a precious  routine  for  himself,  maybe  he  was 
right.  There  will  be  time  for  hospitals.  Now  remember  that  reporter  at 
the  paper  and  the  people  at  The  Salvation  Army.  "Thanks.  I needed  to  talk 
to  somebody,  " and  he  extended  his  hand.  And  then  he  whirled  and  started  to 
hop  and  run  and  then  walked  fast  toward  Lake  Michigan.  He  moved  as  if 
chased  by  the  disease.  I saw  him  cross  the  expressway,  dodge  a car  and 
then  he  was  gone  behind  the  rocks.  I stood  there  facing  the  rocks  and  the 
lake  sounds.,  feeling  the  cold  of  the  night.  And  then  the  young  man  reappeared 
on  the  wall  edging  the  beach  and  the  expressway  and  he  dropped  the  blanket 
on  the  beach.  I watched  him  walking  the  top  of  the  wall  swiftly,  arms  and 
legs  moving  freely  until  he  was  well  out  of  sight.  I never  saw  him  again. 

SCHACHT:  Thank  you.  Miss  Kellsy  for  a very  moving  and  reveal- 
ing story. 

KELLEY:  I feel  the  police  should  know  what  to  do  in  a situation 

like  that. 
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GtlTlIHIE:  More  than  the  police,  Irene.  Your  story,  we  know,  is 
repeated  every  day  in  every  major  city.  And  I think  it's  terribly  important 
that  young  people  who  feel  that  they  have  time  should  have  the  time  and  should 
l)e  given  the  help  that  they  need  during  all  that  time,  and  I agree  with  your 
young  man,  strangely  enough,  you  see,  that  he  had  no  right  to  go  in  because 
lie  was  already  coping.  In  his  best  way,  but  his  best  way  is  not  good  enough 
for  me.  And  I would  suggest  that  you,  Irene,  would  feel  that  you  could  prob- 
ably make  some  very  good  suggestions  about  how  we  might  have  helped  him 
all  along  the  way.  Would  you  say  a few  words  about  what  you  think  we  might 
have  done  differently? 

KELLEY:  I guess  about  the  best  I could  do  is  write  the  story. 

GUTHRIE:  But  starting  with  the  beginning,  with  the  mother.  Don't 
you  think  there  could  have  been  things  done  for  this  boy? 

KELLEY:  Yes,  you  wonder  why  there  is  so  much  pressure  on  the 
family  and  why  he  had  remembered  that  he  had  cared  for  a person. 

GUTHRIE:  What  it  was  like,  for  instance,  for  him  to  take  care  and 

see. . . 

KELLEY:  And  how  he  got  through  school,  how  he  got  into  the  ser- 
vice, how  he  was  able  to  become  a pilot. 

GUTHRIE:  And  living  with  the  memories  of  his  mother  and  thinking 
that  he  might  have  the  same  problems  some  day.  But  look  how  well  he  is 
coping. 

KELLEY:  Yeah,  he  was.  . . 

GUTHRIE:  Doesn't  that  prove  also,  Irene,  that  people  with  Hunt- 
ington's Disease  are  quite  capable,  they  do  have  their  mental  faculties,  that 
they  can  still  do  things  and  figure  things  out.?  You  know  this,  to  me,  is  one 
of  the  important  parts  of  our  testimony.  That  people  must  not  presume  be- 
cause the  doctor  says  you  have  Huntington's,  that  your  life  is  over.  That  you 
have  certain  capabilities  and  we  must  work  then  to  use  those  to  the  utmost 
to  give  you  an  opportunity  to  live  with  what  you've  got.  That  the  person  has 
the  capability.  I think  your  testimony  provides  that  evidence. 

WEXLER;  You  know,  I think  it's  pretty  typical,  actually,  that  kids 
take  care  of  their  parents  who  are  sick  and  then  maybe  they  have  an  interim 
period,  and  maybe  they  don't  have  an  interim  period,  if  they  get  it.  . . The 
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part  that  I agree  with  is  the  part  that,  "its  not  time  yet.  " And  I don't  know 
how  well  he  was  coping  or  not  coping,  but  it  seems  to  me  that  somewhere 
that  there  needs  to  be,  I mean,  what  if  you  hadn’t  come  down?  I mean,  you 
know,  Irene  Kelley  might  come  down  in  the  middle  of  the  night  and  buy  some 
guy  a sandwich  but  there  are  not  many  Irene  Kelleys  around  Chicago  or  any- 
place else.  So  isn't  there  some  other  way  that  he  could  drop  in,  that  he  could 
get  a sandwich  without  having  to  go  in  the  bowery.  That  he  could  have  some- 
body to  talk  to,  where  he  could  have  some  warmth  and  not  have  the  feeling  that 
once  he  walked  into  some  hospital,  that  that  was  it.  The  doors  would  close 
and  he'd  be  there  forever.  He's  right.  I mean,  once  you  walk  into  a hospital 
generally,  that  is  it.  And  if  you're  talking  about  15  or  20  years,  who  wants 
it?  Somewhere  there  needs  to  be  some  kind  of  a center  where  he  could  go, 
where  he  could  be  local  and  take  off  and  go  run  on  the  beach  if  he  wants  to  after- 
wards. 


KELLEY:  And  maybe  it  would  need  to  be  a night/day  hospital, 
because  I think  the  handicapped  somehow,  that  I've  met,  like  this  fellow,  are 
more  comfortable  in  the  evening.  I don't  know  if  that's  because  of  the  city 
or  not. 


WEXLER:  Maybe  it  would  be  some  kind  of  center  that  would  have 
beds  and  the  people  could  come  during  the  day  and  go  home  if  they  wanted  to 
or  they  could  be  out  and  prowl  during  the  day  and  come  there  and  sleep  dur- 
ing the  night. 

KELLEY:  Yeah.  That's  a good  idea. 

TESTIMONY  OF 
JAY  PEDDY 
CHICAGO,  ILLINOIS 


PEDDY:  My  name  is  Jay  Peddy.  I'm  from  Chicago  and  I'm  with 
the  Midwest  Chapter  of  C.C.H.D.  I would  like  to  preface  this  testimony 
with  a very  brief  statement,  if  I may.  As  in  the  case  of  this  wonderful 
woman  sitting  on  my  left,  I am  not  part  of  an  H.  D.  family.  We  are,  and 
I use  this  word  advisedly,  outsiders  who  have  acquired  an  interest  in  H.D. 
and  probably  an  anger  to  go  along  with  it  as  a result  of  H.D.  And  another 
very  wonderful  woman  last  night  made  a suggestion  that  I think  is  very  per- 
tinent. As  long  as  there  are  people  here  from  so  many  chapters  and  so  many 
areas,  I think  it  bears  mentioning,  that  the  more  people  like  Irene  and  myself 
who  become  involved  in  H.D.  work,  the  more  viable  our  argumerts  and  sug- 
gestions become.  Otherwise,  if  it  is  only  made  by  H.  D.  families,  itfe  a 
selfish  interest.  So  people  may  say,  "Well,  who  cares?  You're  only 
interested  in  helping  yourself.  " 1 think  people  like  Irene  are  needed  in  this 
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organization.  And  now,  if  I may,  my  testimony  into  Huntington's  Disease 
and  Its  Consequences  has  to  do  with  the  almost  absence  of  knowledge  of  the 
disease  among  the  primary  care  physicians--that  is,  the  family  practice 
and  the  internal  medicine  physicians.  This  is  one  area  that  needs  a great 
(lc‘al  of  improvement  through  education,  since  so  many  Huntington's  patients 
are  wrongly  diagnosed. 

During  the  last  nine  years  1 have  been  engaged  as  a medical  sales 
rc|)resentative  for  a pharmaceutical  manufacturer  and  my  duties  consist  of 
calling  on  physicians  of  the  primary  care  type  and  trying  to  induce  them  to 
write  for  the  products  I represent.  But  during  that  time  I would  estimate 
that  I have  called  on  well  over  1,  000  different  physicians,  many  of  whom 
have  been  kind  enough  to  grant  me  an  extra  moment,  after  I conduct  my 
ljusiness,  to  talk  about  Huntington's  Disease.  In  almost  every  case,  the  doc- 
tor has  told  me  that  he  has  never  seen  even  one  case  of  Huntington's  Disease 
in  his  practice.  Many  have  said  that  they  have  never  even  heard  of  it.  Of  the 
few  who  profess  to  know  something  about  it,  there  are  very,  very  few  who  have 
any  accurate  information. 

One  man  who  is  a very  prominent  internist  on  the  north  shore  of 
Chicago,  he  told  me  that  he  has  seen  one  case  "when  I was  an  intern  over 
forty  years  ago.  I really  felt  sorry  for  that  infanti  " When  I told  him  that 
II.  D.  does  not  affect  infants,  he  told  me  that  I didn't  know  what  I was  talking 
about,  "it  always  affects  infants.  " 

Well,  this  put  me  in  a rather  strange  position  because  I am  not  a 
physician,  this  man  has  been  a physician  for  over  forty  years  and  who  am  I 
to  tell  him  about  medicine?  But  I did  try  to  explain  to  him,  as  diplomatically 
as  possible,  that  this  is  one  field,  one  narrow  field  of  medicine  about  which 
I have  a little  bit  of  knowledge,  and  that  he  was  just  plain  wrong.  1 wasn't 
quite  that  blunt  about  it,  I was  a little  more  diplomatic  about  it.  I did  try  to 
convince  him  that  the  disease  he  was  talking  about  was  not  Huntington's.  Of 
course,  he  would  have  none  of  it.  He  was  talking  about  Huntington's  and  I 
just  didn't  know  what  I was  talking  about.  So  I had  to  drop  it.  But  it  is  in- 
dicative. 


And  other  physicians- -and  happily  very  few--have  even  said  to  me 
that  since  H.  D.  is  so  rare,  they  feel  that  they  don't  have  to  learn  anything 
about  it.  We  know  that  it  isn't  that  rare,  but  even  if  it  was,  it  seems  to  me 
that  every  physician  should  know  as  much  as  his  mind  will  absorb  about  every 
disease  he  ever  hears  about.  True,  we're  dealing  with  human  beings  in 
physicians.  They  cannot  know  everything.  But  I think  that  type  of  attitude 
is  very  destructive. 
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During  my  rounds  on  the  job,  I also  get  to  call  on  nursing  homes 
and  have  the  opportunity  to  talk  about  Huntington's  Disease  occasionally  with 
the  nursing  staff.  There,  too,  I almost  invariably  run  into  complete  ignorance 
of  Huntington's.  The  only  thing  about  H.  D.  that  I have  seen  in  print  aimed  at 
the  nursing  profession  is  an  article  in  a publication  called  Nursing  Care  and  I 
don't  know.  . .yes,  I do  know.  May  of  1976.  This  article  is  written  by  a Carolyn 
Lane,  an  L.  P.  N.  and  Miss  Lane  describes  some  of  the  symptoms  of  the  disease 
and  gives  some  tips  on  how  to  care  for  H.  D.  patients.  I think  this  is  a good 
article,  but  we  certainly  need  a lot  more.  This,  in  substance,  is  my  testimony. 

I get  more  and  more  frustrated  and  more  and  more  angry  as  time 
goes  on  because  there  is  so  little  that  is  being  done  and  that  has  been  learned 
and  after  meeting  so  many  of  these  people  who  are  in  H.  D.  families,  it  be- 
comes a personal  thing  to  me.  And  I'm  mad. 

SCHACHT:  I might  say,  justifiably  so.  And  I would  not  have  been 
so  diplomatic  with  the  physician. 

PEDDY:  You  are  not  a salesman. 

GUTHRIE:  Jay,  your  comments  are  most  pertinent  and  I think, 
though,  that  we  should  not  forget  that  when  we  started  the  Committee  to 
Combat  Huntington's  Disease, the  mailing  list  had  like  two  doctors  and  that 
today  we  number  something  like  5,  000  health  professionals  who  are  receiving 
our  mail.  The  problem  was  not  that  we  didn't  have  the  information  available 
to  send  to  the  doctors  or  to  send  them  to,  but  the  problem  was,  where  do  you 
get  the  money  to  publish?  It  costs  money  to  publish,  it  costs  money  to  mail. 

And  we  don't  have  the  means  to  publish  the  educational  material  which  we  do 
have.  I will  tell  you,  for  instance,  that  we  sent  three  kits  to  the  Soviet 
Union  to  three  neurologists  that  I've  found,  that  cost  in  postage  alone  $3.  00 
a piece.  Thats  not  counting  the  printing.  $3.  00  just  to  send  each  one  by  the 
way.  So  three  doctors  in  the  Soviet  Union  now  know  a little  more  about  Hunt- 
ington's Disease  from  us.  Now  this  is  what  you're  really  bringing  out  in  your 
testimony.  It  isn't  a question  of  not  only  educating,  but  you  have  to  have  the 
tools  to  educate  and  the  tools  cost  money.  So  I'm  hoping  that  what  you  are 
really  angry  about  and  recommending  is  that  the  Congress  find  a way  to  help 
us  circulate  what  information  we  really  do  have.  Isn't  that  right.  Jay? 

PEDDY:  That  is  right  and  I might  add  that  in  addition  to  being 
angry  about  this  whole  situation  and  frustrated,  I am  also  very  encouraged 
by  the  progress  that  is  being  made.  The  thing  that  angers  me  is  that  we  are 
moving  too  slowly  to  satisfy  my  needs. 

GUTHRIE:  Right.  We  could  do  more.  I also  want  to  point  out 
that  this  Commission  in  the  past  and  in  the  present,  and  hopefully  in  the 
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future,  will  take  your  words  to  heart,  not  only  for  Huntington's  Disease  but  to 
those  related  disorders  that  have  exactly  the  same  problems.  Because  while 
we're  sending  out  information  about  how  to  handle  Huntington's  and  the  long- 
term care  that  we're  speaking  of,  those  same  problems  need  to  be  documented 
and  elucidated  and  given  answers  for  all  the  others,  so  together--!  don't  know 
whether  you  know  that  Dr.  Towers  said  that  in  the  Neurological  Institute- -that 
institute  alone  represents  43  million  people.  Now  that's  Dr.  Towers'  own  fig- 
ure and  he  is  the  director  of  The  Neurological  Institute.  That  means  that  we 
have  43  million  people  who  need  help  of  various  degrees  and  kind.  So  we  need 
to  have  some  mechanism  for  getting  that  help  to  the  people  in  the  medical  and 
scientific  professions. 

WEXLER;  You  just  made  me  think  of  a new  avenue  for  (continuing 
medical  education.  If  one  salesman  sees  1,  000  doctors,  that's  very  impres- 
sive. You  think  there's  any  way  that  we  could  induce  pharmaceutical  salesmen 
to  help  educate  the  doctors? 

PEDDY:  Nancy,  are  you  trying  to  ruin  the  pharmaceutical  sales 

industry  ? 

WEXLER:  Not  totally.  But  little  pamphlets,  particularly  if  you 
represent  the  company  that  sells  the  drugs  that  H.  D.  patients  use? 

PEDDY:  Oh,  that,  of  course,  would  be  useful,  seriously.  My 
contacts  with  individual  pharmaceutical  salesmen  are  not  that  extensive  that 
I could  really  conduct  any  sort  of  evangelistic  campaign  that  would  be  too 
terribly  effective,  but  perhaps  working  through  the  pharmaceutical  companies 
themselves,  their  corporate  offices  and  especially  those  companies  that  make 
drugs  that  we  use,  I think  that  might  be  quite  effective. 

SCHACHT:  I wish  to  thank  the  panel  members  for  their  help. 

TESTIMONY  OF 

JAMES  L.  CAVANAUGH,  JR.,  M.  D. 

CLINICAL  DIRECTOR 
DEPARTMENT  OF  PSYCHIATRY 
RUSH-PRESBYTERIAN-ST.  LUKE'S  MEDICAL  CENTER 

CAVANAUGH:  I'm  Dr.  James  Cavanaugh,  Clinical  Director  of  the 
Department  of  Psychiatry  at  Rush-Presbyterian-St.  Luke's  Medical  Center, 
Chicago. 


It  is  my  pleasure  and  great  honor  to  present  brief  testimony  before 
the  Commission  for  the  Control  of  Huntington's  Disease  and  Its  Consequences. 
It  is  my  opinion  that  the  Commission  is  to  be  strongly  commended  for  its 
efforts  to  bring  the  plight  of  Huntington's  patients  to  the  attention  ot  the  Ameri- 
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can  public  and  to  attempt  to  influence  governmental  policy  to  more  fully  sup- 
port clinical  services,  teaching  and  research  activities  in  the  area  of  Hunt- 
ington's Chorea  and  hopefully  other  hereditary,  degenerative  diseases  of  the 
central  nervous  system. 

As  is  characteristic  of  American  medicine  in  general,  attention 
to  the  long-term  treatment  and  rehabilitation  of  those  afflicted  with  chronic 
physical  or  mental  illness  does  not  receive  the  same  federal  support  and 
publicity  as  do  acute  and  sub-acute  illness  syndromes.  Until  recently,  a 
predominantly  technologically  oriented  research  establishment  controlled 
most  categorical  health  problems  in  Washington  and  throughout  the  U.  S.  , 
with  the  result  of  minimal  attention  devoted  to  the  development  of  health 
care  delivery  systems  and  maximum  attention  devoted  to  biomedical,  often 
basic  research  efforts,  many  times  more  directed  to  the  intellectual  inter- 
ests of  the  researchers  than  to  the  clinical  needs  of  sick  and  disabled  patients. 
Victims  of  Huntington's  Disease,  like  victims  of  many  other  chronic  degenera- 
tive physical  and  emotional  illnesses  in  America,  were  not  beneficiaries  of 
the  biomedical  research  explosion  of  the  late  50's  and  60's,  more  because  of 
the  disinterest  of  principal  investigators  and  the  federal  granting  agencies,  than 
because  of  an  inherent  inability  to  improve  upon  the  quality  of  life  and  availa- 
bility of  at  least  palliative  treatment  for  the  chronically  ill  Huntington's, 
Parkinson,  or  presenile  dementia  patients,  for  example.  Unlike  our  medical 
forefathers  in  Great  Britain,  humane,  government-directed  federally  funded 
sustaining  medical  and  social  support  for  the  severely  disabled  patient  has  not 
been  a part  of  either  public  policy  or  national  tradition.  Equal  emphasis  must 
be  placed  upon  the  development  of  chronic  treatment  methodologies  for  those 
suffering  with  chronic  degenerative  diseases  just  as  acute  and  sub-acute  treat- 
ment methodologies  are  presently  stressed  for  the  treatment  of  patients 
afflicted  with  heart  disease,  cardiovascular  diseases,  cancer  and  stroke. 

At  the  point  where  the  executive  branch  of  the  government  and  the 
Congress  are  able  to  make  some  of  these  course  changes  suggested  above, 
medical  school  curricula  and  medical  center  care  programs  will  begin  to 
emphasize  service  and  research  in  the  area  of  degenerative  brain  diseases 
such  as  Huntington's  Chorea.  Unfortunately,  health  care  strategies  are 
more  directly  related  to  funding  availability  at  the  state  and  federal  levels, 
than  basic  adherence  to  principles  of  health  care  delivery.  Federal  funds 
for  research  and  care  programs  for  victims  of  Huntington's  Disease  would 
be  directly  reflected  in  the  increasing  emphasis  on  teaching  medical  students 
and  other  allied  health  care  students  principles  of  chronic  health  and  mental 
health  care  and  attracting  research  efforts  to  the  university  to  intensify  the 
search  for  pathophysiological  and  psychopatho logic  components  of  the  heredi- 
tary-degenerative diseases  such  as  Huntington's  Chorea.  Today,  for  example. 
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very  few  [jsychiatrists  and  other  mental  health  care  professionals  have  seen 
sufficiinit  numbers  of  chronically  ill,  degenerative  brain  disease  patients, 
to  be  able  to  make  appropriate  diagnoses,  let  alone  develop  and  participate 
in  apf)ropriate  sustaining  care  programs.  The  labeling  of  Huntington's  Di- 
sease patients  as  "schizophrenic"  and  their  "human  warehousing"  in  state 
mental  institutions  is  but  one  manifestation  of  the  presently  defective  educa- 
tional and  clinical  service  programs  in  my  field.  By  contrast,  work  with 
chronically  disabled  patients,  brain  damaged  patients,  Huntington's  and 
Parkinson  patients,  and  senile  brain  disease  patients,  is  an  important  part 
of  the  educational  experience  of  the  mental  health  professional  in  Great  Bri- 
tain. British  governmental  policy  for  over  100  years  has  emphasized  and 
supported  the  chronic  care  of  the  developmentally  disabled,  the  chronic 
neurologically  disabled  and  the  chronically  mentally  ill. 

To  conclude  my  short  testimony,  I have  included  a copy  of  a re- 
cent paper  of  mine  published  in  Mental  Health  and  Society  entitled  "Rehabili- 
tation and  Chronic  Mental  Illness--British  Models.  " Throughout  this  testi- 
mony the  emphasis  has  been  placed  on  the  need  for  policy  direction  changes 
in  the  area  of  the  care  of  chronic  illness  states.  Though  the  U.S.  has  done 
much  of  importance  in  the  area  of  health  care,  chronic  health  care  has  been 
an  area  of  relative  deficiency.  My  brief  review  article,  though  addressing 
the  issue  of  care  for  the  chronically  mentally  ill,  discusses  how  a much  less 
wealthy  nation  can  more  successfully  deal  with  chronic  disability  than  a much 
wealthier  nation  presently  is  doing.  It  is  my  hypothesis  that  we  need  in  America 
a re-direction  of  basic  financial  resources  predicated  upon  a humane  commit- 
ment, as  is  presently  evident  in  Great  Britain,  to  the  care  of  the  chronically 
disabled.  If  the  labor  of  this  distinguished  Commission  bears  fruit,  the  care 
of  the  Huntington's  Disease  patient  can  serve  as  a prototype  for  a changing 
federal  health  policy  towards  all  chronically  ill  patients  in  America. 

WEXLER:  I was  just  going  to  say  that  that's  exactly  what  we  intend 
to  do- -to  have  this  disease  serve  as  a prototype  if  we  can.  I read  your  article 
with  a great  deal  of  interest  and  I wondered  if  you  were  suggesting.  . .what 
kinds  of  specific  suggestions  would  you  have  for  the  care  of  the  chronically 
neurologically  ill?  Would  it  be  the  kind  of  system  that  the  British  have  set  up 
for  mental  patients?  Would  you  use  that  kind  of  model?  What  would  you  do 
for  this  population,  let's  say,  if  you  had  all  of  the  resources  that  you  wanted.? 

CAVANAUGH:  I'm  certainly  not  your  best  witness  on  that  because 
I'm  not  fully  involved  with  that  level  of  policy  planning  and  resource  allocation. 

I could  speculate  upon  the  necessity  to  get  primarily  federal  money  allocated 
initially,  perhaps,  on  a categorical  basis  to  develop  some  prototype  program 
in  both  research  and  clinical  service  delivery  of  certain  kinds  of  degenerative 
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brain  disease  problems.  I think  we've  seen  how  once  money  is  made  available, 
it  is  a very  short  lag-time  before,  in  particular,  educational  institutions 
in  quest  of  such  money,  because  let's  face  it,  that's  part  of  the  name  of  the 
game,  begin  to  change  attitudes,  begin  to  develop  new  "interest"  areas  and 
this  has  a tremendous  impact  on  what,  say,  is  taught  at  a medical  school 
level,  and  what  kinds  of  commitments  by  a university  are  made  in  a given 
area.  So  I would  start  off  with  targetting  certain  neurologic  diseases,  chronic 
mental  diseases  as  areas  for  pilot  project  studies  to  see  if  this  theoretical 
position  is  borne  out,  that  within  a five-year  period,  for  example,  you  could 
really  be  seeing  changes  in  what's  being  done  at  the  local  university  level,  or 
the  local  health  care  delivery  system  level.  That's  how  I would  start  out. 

WEXLER:  Do  you  think  that  part  of  our  community  mental  health 
program  might  be  re-adapted  for  the  neurological  patient? 

CAVANAUGH:  I think  that,  at  least  as  I see  it,  you're  talking  about 
community  mental  health  concept.  I thinl.  theoretically  it  would  be  possible. 

My  own  feeling  is  that  the  community  mental  health  center  movement,  per  se, 
is  in  serious  difficulty  today  for  a lot  of  reasons  that  are  not  directly  related 
to  the  issue  of  care  of  the  chronic  mentally  ill.  There  are  a tremendous  num- 
ber of  complex  political,  social  and  economic  difficulties  that  have  been  super- 
imposed upon  a system  of  health  delivery  care  that  theoretically  made  a great 
deal  of  sense,  and  I think  gave  us  some  cf  the  technology  that  still  could  be 
utilized  in  terms  of  conceptualizing  delivery  of  categorical  care.  So  I would 
say  the  theory  is  solid.  I do  not  believe,  however,  that  you  could  superimpose 
on  to  the  currently  available  community  mental  health  center  system  a task 
such  as  the  one  we're  discussing  this  morning.  I think  we  have  learned  about 
this  way  of  delivering  service  and  I think  there  could  be  transferability  of  some 
of  that  knowledge  to  a new  delivery  system. 

GUTHRIE:  I must  comment  about  something  that  you  said  that  to 
me  is  of  great  importance.  You're  the  first  one  to  use  the  word  "service 
research"  and  I totally  agree  with  you.  But  are  you  aware  of  the  fact  that 
the  majority  of  the  people,  even  those  with  the  disease  in  their  family,  don't 
understand  what  you  mean  when  you  say  "service  research"?  They  think  that 
research  is  only  the  man  with  a test  tube  and  a white  coat,  and  we  have  had 
great  difficulty  in  explaining  to  them  what  we  mean  when  we  say  "service 
research"  and  you  are,  I agree,  absolutely  right,  that  there  is  no  research 
yet  on  the  care,  on  the  chronic  needs.  I would  love  for  you  to  emphasize 
again  if  you  would,  that  there  is  such  a thing  called  "service  research" 
because  it  hasn't  been  done.  Right? 
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CAVANAUGH:  I think  itfe  an  area  of  extreme  poverty  in  the  whole 
research  movement  and  in  my  testimony  I particularly  picked  up  on  what  I 
call  biomedical  research.  I don't  want  to  be,  however,  categorized  as  being 
opposed  to  this  kind  of  research  but  I think  like  in  so  many  other  things,  we're 
talking  about  balance  of  limited  resources  and  some  kind  of  rational  way  of 
allocating  limited  resources.  I think  we  had  a period  in  the  50's  and  60's 
where  the  money  was  overly  allocated  in  the  more,  let's  call  it,  basic  research. 
Now  when  I use  the  term  service  research,  I'm  talking  about  the  way  you  sys- 
tematically study  in  a research  manner,  using  the  same  concepts  of  hypothesis 
formation  and  testing  and  gathering  conclusions  to  come  up  with  innovative 
ways  of  delivering  health  care--mental  health  care--to  populations 
in  our  country.  I do,  though  I have  emphasized  the  deficiency  in  this  area, 

I think  there  is  evidence  that  finally,  at  the  federal  level  and  I think  this  is 
also  being  reflected  at  the  state  level,  there  is  some  beginning  realization 
of  this  deficiency  and  you're  having  to  more  clearly  now  justify  what  it  is 
you're  actually  trying  to  do  and  in  those  grant  requests  that  are  emphasizing 
delivery  of  service,  development  of  new  delivery  system  techniques,  are 
clearly  beginning  to  be  favored.  N.  I.  H.  , for  example,  in  terms  of  mental 
health,  of  course  I keep  going  to  that  because  that's  my  area  of  interest,  is 
putting  almost  exclusive  emphasis  now  on  looking  at,  for  example,  how  can 
[)sychological  services  be  better  delivered  to  patients  who  are  being  cared  for 
by  primary  care  physicians?  Emphasis  on  consultation  and  liaison  services 
and  putting  money  into  that  as  opposed  to  per  se  training  of  more  psychiatrists, 
although  I still  believe  we  need  to  train  psychiatrists,  but  I'm  in  favor  of  some 
shift  of  emphasis  in  this  direction  towards  delivery  of  services.  So  that's 
what  I meant. 

GUTHRIE:  Yes.  I appreciate  your  comments.  I think  they're 
very  important. 


TESTIMONY  OF 
PEARL  BROWN 
FIELD  REPRESENTATIVE 
OFFICE  OF  SOCIAL  SECURITY 


BROWN:  I would  first  like  to  say  that  your  address  and  affiliation 
shows  me  as  Social  Security  Disability  Insurance.  We  deal  with  all  aspects 
of  the  Social  Security  Program.  I work  out  of  a district  office  of  which  there 
are  many  within  this  city.  My  job  happens  to  be  one  that  takes  me  outside  of 
the  office  most  of  the  time. 

I was  asked  to  give  the  requirements  forSocial  Security  Disability 
^nefits.  Social  Security  now  has  two  programs  so  I am  lending  my  comments 
primarily  to  regular  Social  Security  Disability  Benefits. 
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A person  must  first  meet  the  work  requirement.  They  must  have 
at  least  five  full  years  work  out  of  the  last  ten  years,  ending  with  the  onset 
of  their  disability.  In  addition  to  that,  they  must  also  be  what  we  call  "fully 
insured.  " They  have  to  have  at  least  one  quarter  of  coverage  for  each  year 
elapsing  after  1950  up  to  the  year  of  onset.  And  I'd  like  to  give  you  an  exam- 
ple because  for  us  we  understand  it  real  good. 

On  the  five  years  out  of  the  last  ten,  we  refer  to  it  as  20/40-- 
20  quarters  of  coverage  out  of  the  last  40,  the  10-year  period  ending  with 
the  onset  of  the  disability.  In  addition  to  that  they  must  be  fully  insured,  so 
a person  that  becomes  disabled  in  1976  must  have  25  quarters  so  that  differen- 
tiates between  the  five  out  of  the  last  ten,  they  must  also  have  the  additional 
five  quarters  needed  for  a person  becoming  disabled  this  year.  The  number 
of  quarters  needed,  of  course,  depends  on  when  they  become  disabled.  If  a 
person  does  not  meet  the  work  requirement,  no  matter  how  severely  disabled 
they  may  be,  we  will  not  pay  them  disability  benefits. 

They  have  to  meet  a severity  requirement.  They  must  have  an  ill- 
ness or  combination  of  illnesses,  either  mental  or  physical,  that  prevents 
them  from  engaging  in  any  substantial,  gainful  activity  and  will  last  at  least 
one  full  year  or  is  expected  to  end  in  death.  In  my  last  statement,  I referred 
to  substantial  gainful  activity.  I will  elaborate  on  that.  For  a person  that, 
for  our  purposes,  a person  that  is  able  to  work.,  .we  state  that  if  their  earn- 
ings average  $200.  00  per  month  or  more,  they  are  engaging  in  substantial 
gainful  activity  unless  there  is  a subsidy  included  in  their  earnings  which 
brings  their  true  earnings  figure  below  $200.  00  or  their  impairment  forces 
them  to  quit  work  within  a short  period  under  circumstances  that  would  justify 
its  being  termed  an  unsuccessful  work  attempt. 

A person  must  also  serve  a waiting  period  to  receive  disability 
benefits.  We  make  no  payment,  retroactive  or  otherwise,  for  the  first  five 
full  months  of  the  disability.  The  exception  to  the  waiting  period  is  if  a per- 
son becomes  disabled  within  five  years  of  their  last  established  period  of 
disability. 


Those  are  the  basic  requirements.  I'll  be  glad  to  answer  any  ques- 
tions you  may  have  to  elaborate  on  it,  but  that  is  all  I prepa:'  ed. 

GUTHRIE:  I'm  just  curious  to  ask,  of  course,  who  would  one  go  to 
to  appeal  to  say,  "l  cannot  live  on  $200.  00  a month.  " 

BROWN:  You  knov/,  any  of  our  decisions  are  appealable,  but  we 
are  within  laws  and  regulations  and.  . . 
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GUTHRIE:  No,  I know  that.  I'm  just  thinking  the  law  has  to  be 
rhanged  obviously.  Who  would  you  go  to  to  even  start  to  change  such  a law? 

HROWN:  Any  change  in  a law  has  to  be  done  through  Congress. 

GUTHRIE:  Well,  that's  what  this  Commission  is  all  about.  I 
want  the  Congress  to  know  that  I don't  think  anybody  can  live  on  $200.  00  a 
month,  with  a disability  yeti 

HROWN:  I would  like  to  interject  something  there,  and  we  get  into 
it  all  the  time,  and  I fully  understand  the  matter  of  living  on,  but  if  we  had  to 
administer  a program  that  dealt  with  personal  considerations,  we  would  never 
be  able  to  do  what  we  do,  because  we'd  be  taking  each  individual  and  their  per- 
sonal  considerations  rather  than  laws  and  regulations. 

GUTHRIE:  And,  of  course,  I would  fight  for  that.  I believe  that 
people  are  individuals  and  that  therefore  we  should  make  every  effort  to  do 
that,  and  I'm  also  thinking  about  that  five-month  waiting  period.  What  are 
you  supposed  to  be  doing  during  that  five  months? 

BROWN:  Okay,  the  rationale  behind  the  five-month  waiting  period 
is  that  it  gives  a chance,  I suppose,  for  the  doctors  or  the  patient,  that  if 
they  are  going  to  make  any  substantial  improvement,  that  is  the  period  that  is 
long  enough  where  you  would  see  it. 

GUTHRIE:  Yes,  but  of  course  again,  we're  dealing  with  chronic 
disease  that  we  know  we  have  very  slight  improvement,  if  any,  its  just 
holding.  I think  that  your  testimony  bears  out  that  there  needs  to  be  some 
changes  in  the  laws. 

BROWN:  Okay.  I would  also  like  to  say  something.  I had  never 
heard  of  Huntington's  Disease  until,  and  don't  everybody  gang  up  on  me,  I 
had  never. . . and  I was  surprised  myself.  I had  never  heard  of  Huntington's 
Disease  and  I have  worked  as  a claims  taker  for  Social  Security  for  seven 
years,  and  I have  seen.  . . I have  taken  numerous  disability  claims  and  we  get 
back  the  decisions  on  them  in  our  office  and  I had  to  call  Springfield,  our 
state  disability  agency  in  Springfield,  just  to  get  some  insight  and  I've  come 
in  as  Super  Dummy  and  everyone  saying  Huntington's  Disease  and  I'm  sitting 
here.  ..sol  can  see  that  it  is  a serious  thing.  On  your  question  on  what  a 
person  does  in  the  five-month  period  that  we  do  not  pay,  we  have  another 
program  that  we  administer  called  Supplementary  Security  Income.  We  took 
it  over  from  the  Welfare  Dept,  in  January  of  1974.  That  is  a need  program 
and  it  is  subject  to  income  and  resource  limitation,  but  there  is  no  waiting 
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period  for  it.  But  we  do  look  at  a person's  income  and  resources,  if  it's  a 
married  couple,  we  look  at  if  one  or  the  other  is  working,  if  it's  a child  we 
look  at  the  parents'  income,  but  it  is  payable  without  a waiting  period,  but 
that's  the  only  difference. 

GUTHRIE:  Of  course,  you  realize  that  our  own  people  who  have 
these  problems  know  your  laws  so  well  that  that's  why  they  don't  come  be- 
cause they  know  they're  not  going  to  get  any  help. 

BROWN:  I'm  sorry,  I guess  I'm  in  defense  of  Social  Security  to 
some  degree.  There  are  a lot  of  things  about  it  that  I also  disagree  on,  but 
it  is  my  job;  however,  we  always  encourage  people  to  come  to  us  and  if 
you're  going  to  be  turned  down,  let  us  turn  you  down.  Then  you  have  for  one 
thing  protected  yourself  by  filing  an  application.  You  have  appeal  rights 
and  for  another  thing,  friends  and  neighbors  are  well  meaning,  but  they  may 
not  be  well  informed  and  we  would  prefer  that  we  make  the  decision  on  your 
eligibility. 


GUTHRIE:  Now  that  you  know  what  Huntington's  Disease  is  and 
you've  had  a little  insight,  I hope  that  our  people  will  come  to  you.  I appre- 
ciate your  coming  and  perhaps  with  your  help  and  with  more  understanding, 
we  will  be  able  to  change  some  of  the  laws  and  make  it  possible  for  them  to 
get  the  help  they  need.  Thank  you. 

BROWN:  I would  hope  so. 

WEXLER:  I may  have  missed  a figure.  How  much  did  you  say  a 
person  would  get  per  month? 

BROWN:  I did  not.  I did  not  give  that  at  all.  How  much  a person 
receives  depends  upon  hov/  much  they  have  worked  and  paid  into  Social 
Security. 


WEXLER:  Is  it  usually  over  $200.  00  per  month? 

BROWN:  Yes,  the  average  could  be.  For  one  thing,  for  a person 
that  is  disabled  and  who  is  going  to  be  using  fewer  years  to  compute  the 
payment.  , . a younger  person  has  a greater  opportunity  to  pay  in  on  a 
higher  amount  now,  so  it  is  possible  that  the  average  payment  could  be 
over  $200. 00. 
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WEXLER:  Wouldn't  you  consider  the  $200.  00  gainful  employment 
figure  as  a great  disincentive  to  keep  occupied,  if  you  can't  get  disability  if 
you're  making  $200.  00  a month  in  gainful  employment? 

BROWN;  You're  recording  this  and  itb  a little  hard.  . . 

GUTHRIE:  Can  I help  you  out? 

BROWN:  . . . to  interject  my  personal  feelings  about  this.  Yes, 
$200.  00  is  to  me  personally  a very  small  wage--and  that's  a month.  I make 
what  could  be  termed  a pretty  good  salary  and  it's  nowhere  near  enough,  so 
I can't  argue  that  with  you.  But  I have  to  agree  with  you. 

WEXLER:  Thank  you  for  your  honesty. 

SCHACHT:  No,  1 think  that  this  is  a point  that  was  made  earlier, 
about  governmental  agencies  playing  the  advocacy  role.  This  is  a clear 
example  of--yeah,  personally  they  feel  it  is  totally  inadequate  and  inappro- 
priate, etc.,  but  they  are  stuck  with  defending  the  system  they  are  working 
for. 


BROWN:  You  have  no  idea  how  we  are  in  so  many  areas  that  we 
have  personal  feelings  about  things  and  feel  that  things  are  unfair  and  ar  e 
stuck  with  promoting  our  program. 

WEXLER:  What  happens  to  the  wife  who  has  worked  in  the  home? 

BROWN:  Unfortunately,  we  have  yet  to  cover  wives  who  work  in 
the  home  and  if  a person  does  not  meet  the  work  requirements,  as  I said, 
then  they  cannot  qualify,  but  as  I also  said,  for  the  S.  S.  I. , the  S upplemental 
Security  Income,  there  is  no  work  requirement  but  we  would  look  at  her  hus- 
band's income. 

WEXLER:  It  seems  ifs  not  just  the  work  requirement  but  how  do 
you  define  work? 

BROWN:  Work  that's  covered  under  Social  Security--let  me  make 
that  clear  because  a city  employee  that  comes  down  with  Huntington's  and  is 
working  for  the  city  until  he  got  sick,  we're  not  going  to  pay  because  he  does 
not  have  that  work  under  Social  Security,  paying  into  Social  Security.  They 
pay  city. 
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SCHACHT:  The  reasons  these  questions  are  being  asked  is  so  that 
they  can  go  on  the  record  and.  . . no,  not  your  personal,  so  the  limitations  on 
financial  eligibility  can  be  identified  from  your  point  of  view  and  we've  got 
some  hard  facts  to  make  recommendations  that  might  change  that.  So  itb  not 
a matter  of  forcing  you  to  defend  it  or  approve  of  it,  it's  a matter  of  getting  para- 
eters  and  trying  to  change  them. 

GUTHRIE:  But  I think  she  made  a very  important  point.  If  all  our 
people  would  apply  and  get  turned  down,  that  would  be  the  evidence  that  they 
need  for  change.  But  if  they  never  came  to  apply  and  you  didn't  know  about 
it  and  had  no  evidence,  then  why  would  you  be  asked  to  make  changes?  So  I 
think  what  you're  saying  is  vital.  That  people  should  go  down  and  be  turned 
down,  if  necessary,  so  that  we  can  document  what  the  situation  really  is. 

TESTIMONY  OF 
MOLLIE  SIMON 

CHICAGO,  ILLINOIS 

SIMON:  I'm  Mollie  Simon  from  the  Midwest  Chapter  of  the  Committee 
to  Combat  Huntington's  Disease.  I've  jotted  down  a number  of  things  and  I'm 
going  to  keep  it  short. 

We  never  realized  that  losing  one  job  after  another  was  the  result 
of  a personality  change  in  my  brother.  The  outbursts  of  temper  weren't  un- 
usual because  we  had  seen  those  before;  but  the  indifference  to  job  loss  and 
total  noncaring  for  family  responsibilities  was  something  new.  Yet  this 
change  was  so  gradual  we  weren't  aware  it  was  happening.  We  just  realized 
one  day  that  this  very  gregarious  out-spoken  person  was  not  communicating 
with  the  rest  of  us.  Somewhere  along  the  line,  his  wife  and  he  felt  that  niaybe 
there  was  something  physically  wrong  with  him. 

On  one  of  his  jobs,  he  was  a salesman,  one  of  his  customers  who 
identified  himself  as  a doctor  suggested  he  go  to  see  his  doctor  for  a check- 
up. Perhaps  by  this  time  there  was  some  movement.  But  all  the  doctors  he 
saw  could  not  identify  what  was  wrong  with  him.  He  finally  went  to  see  an 
elderly  woman  doctor  who  suggested  and  wrote  a letter  for  him  to  go  to  North- 
western Clinic  to  be  checked  by  a neurologist.  He  did  this  and  the  diagnosis 
was  Huntington's  Disease.  This  whole  procedure  took  several  years  from 
onset  to  diagnosis. 

Another  point  that  I thought  might  be  important  was  the  side  effects 
of  the  medication.  He  had  been  placed  on  reserpine  and  I don't  know  what 
the  dosage  was  at  the  time,  and  he  did  go  to  the  clinic  every  month.  Sometime 
after  taking  the  medication,  he  complained  of  blood  in  his  mouth  and  this 
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started  a series  of  visits  to  the  dentist  because  the  doctors  felt  that  it  was  a 
dental  problem.  He  collapsed  one  day  and  had  to  be  rushed  to  the  hospital. 
Two/thirds  of  his  stomach  had  to  be  removed.  The  medication  had  eaten 
away  the  stomach. 

Now  while  my  brother  was  in  the  midst  of  losing  his  job,  his  wife 
decided  to  go  to  work  to  help  support  the  family.  With  the  realization  that 
her  husband  would  not  be  able  to  support  the  family,  she  went  to  school  so 
that  she  could  apply  for  a better  job.  When  my  brother  was  finally  diagnosed 
as  Huntington's,  she  went  to  the  library  and  found  the  medical  book  with  one 
short  paragraph  on  Huntington's  Chorea.  It  was  so  devastating  that  I think  she 
cried  for  days.  Our  two  families  remained  close  and  we  gave  them  all  the 
moral  support  that  we  could. 

When  my  brother  was  diagnosed,  we  didn't  know  too  much  about 
II.  U.  We  didn't  know  if  it  was  sex  linked  or  if  it  skipped  a generation  or  what. 

1 remember  asking  my  husband  what  will  we  do  if  1 get  sick?  And  he  said, 
why  worry  now?  We'll  worry  when  the  time  comes.  We  already  had  a family 
of  three.  So  when  the  opportunity  arose  to  form  a chapter  in  the  Midwest  area, 
I seized  that  chance.  And  its  been  a pretty  tough  job  and  I've  spent  hours  on 
the  telephone  talking  to  people,  consoling  people,  giving  them  support  and 
whatever. 


Another  aspect- -not  only  do  we  have  Huntington's  in  my  family,  but 
I do  have  a sister  with  cerebral  palsy.  Up  until  a few  months  ago,  she  lived 
in  my  home.  Deciding  to  place  her  in  a nursing  home  was  a very  difficult 
decision,  but  once  this  decision  was  made,  I was  able  to  call  United  Cerebral 
Palsy  for  names  of  nursing  homes  available  for  cerebral  palsy  patients.  1 
can't  do  this  for  Huntington's  Disease.  They  gave  me  a number  of  places  to 
call.  My  sister  has  been  placed  and  listening  to  the  day  care  centers  that 
you're  talking  about.  . .my  sister's  a little  unhappy  about  not  being  with  the 
family,  but  as  1 keep  saying  to  her,  "There's  so  many  pluses.  " She  is  doing 
things  that  she  never  did  at  home,  because  I just  didn't  have  the  time.  I work 
and  by  the  time  I come  home,  I haven't  got  time.  Yet  if  there  were  day  care 
centers  for  our  Huntington's  people  to  do  the  kinds  of  things  that  she's  being 
exposed  to,  1 think  it  would  be  fabulous. 

GUTHRIE:  In  your  work,  Mollie,  with  the  families  and  with  your 
experience,  what  would  you  say  is  the  No.  1 greatest  problem  for  the  families 
right  now  ? 

SIMON:  I think  the  whole  family  needs  care--l  mean  you  get  different 
aspects.  Families  will  call  and  say,  "Nobody  in  my  family  wants  to  talk  about 
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it."  If  we  had  maybe  a central  place  they  could  come  to,  and  maybe  bring  the 
whole  family,  then  maybe  say  hear  a number  of  people  you  can  discuss  this 
with,  I think  if  there  were  little  places  they  could  go  to  and  feel  that  they  could 
really  open  up,  because  people  have  called  on  the  phone  and  they  really  pour 
their  hearts  out  to  you.  When  we  have  general  meetings  we've  discovered 
they  will  come  once  to  know  that  you're  alive,  to  know  that  they're  really  you 
and  that  there  are  people  there  working.  Then  they  don't  come  back  again. 

Yet  we  know  that  they're  there.  I think  if  they  could  feel  that  they  could  come 
in  and  call  at  anytime.  We  only  take  calls  in  the  evening--those  of  us  who  are 
willing  to  talk  to  people  because  all  of  the  people  on  our  committee  work.  If 
there  was  someone  there  all  day.  Somebody  wants  to  talk  at  9:00  in  the  morning 
or  10:00  in  the  morning--if  there  was  someone  they  could  talk  to.  I think  this 
is.  . . 

GUTHRIE:  So  you're  talking  about  people  again.  Do  you  think  that 
your  people  that  you  work  with  understand  what  we  talked  about  before,  that 
there  is  a difference  between  service  research  and  biomedical  research? 

Do  you  think  your  people  understand  that? 

SIMON:  The  people  who  work  on  our  direct  committee--yes.  We 
feel  that  education  is  extremely  important.  That  if  we  can  educate  the  lay 
people,  the  medical  profession,  the  nursing  profession,  the  social  workers, 
if  we  can  come  in  contact  and  educate  all  of  these  people,  I think  the  test-tube 
stuff  will  fall  right  into  line. 

GUTHRIE:  And  then  it  will  answer  your  No.  1 problem  that  you 

spoke  of? 


SCHACHT:  I'd  like  to  make  just  one  very  brief  comment.  From 
my  experience,  cerebral  patients  are  not  as  lucky  as  you  were  with  yours. 
There  are  great  problems  in  finding  appropriate  places  for  them--activities 
centers  don't  exist  or  they  don't  want  that  kind  of  patient  or  residential  facil- 
ities--! know  of  four  cases  where  they've  denied  this  patient  because  they 
changed  their  nature  and  they  just  didn't  want  to  keep  them.  So  leave  the 
illusion  that  cerebral  palsy  has  got  everything  taken  care  of  and  lined  up.  . . 

SIMON:  At  this  particular  home,  they  have  about  30  cerebral 
palsy  patients  and  they  are  geared  to  it. 

SCHACHT:  And  I think  there  are  probably  appropriate  places  for 
Huntington's  patients.  . . 

GUTHRIE:  No,  no. 
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SIMON:  If  we  could  find  them. 

WEXLER:  What  does  your  sister  get  at  this  home  that  you  think 
would  be  helpful  for  Huntington's  patients? 

SIMON:  There's  occupational  therapy,  there's  socialization,  and 
they  insist  on  this.  They  encourage  everybody  to  get  out  of  their  room  and 
join  in  the  activities.  There's  bowling.  Of  course  these  activities  have  to  be 
paid  for  and  speaking  of  the  supplemental,  whatever  she  talked  about,  my 
sister  did  get  that  and  as  it  works,  her  care  in  the  home  is  paid  for  under 
public  welfare  but  she  gets  a supplemental  check  from  social  security.  She 
gets  $25.  00  per  month  for  spending  money,  so  that  applies  to  all  these  little 
things--extra  things--that  she  can  do.  And  I would  assume  it  would  apply  to 
a Huntington's  patient  if  they  were  placed  in  a home. 

TESTIMONY  OF 
SISTER  ESTHER  HOFSCHULTE 
CATHOLIC  COMMUNITY  OF  ENGLEWOOD 
CHICAGO,  ILLINOIS 

HOFSCHULTE:  I'm  a caseworker  from  Catholic  Charities.  I 
operate  a social  service  center  in  the  Catholic  community  of  Englewood 
which  is  the  central  office  for  a cluster  of  nine  Catholic  churches  on  the  out- 
side of  Chicaco. 

I want  to  talk  to  you  about  my  experience  with  a family  in  which 
the  mother  has  Huntington's  Disease.  I came  into  contact  with  the  family 
in  a crisis  situation.  We  were  asked  to  buy  clothing  and  food  and  to  continue 
to  deal  with  this  family.  We  came  to  understand  that  two  years  previously 
to  my  acquaintance  with  them,  the  mother  had  been  diagnosed  as  a Hunting- 
ton's Disease  patient.  She  has  a twin  sister  living  in  Cleveland,  Ohio,  who 
also  has  the  disease  and  has  seven  children.  At  this  time  the  woman  had 
five  children  and  had  taken  the  children  and  left  her  husband. 

They  are  depending  upon  public  assistance  for  their  income.  I'd 
like  to  simply  say  the  things  I've  observed  in  the  family  as  a result  of 
this.  First  of  all,  when  her  disease  was  diagnosed  as  incurable  and  finally 
fatal,  there  is  nothing  in  the  system  upon  which  she  has  to  depend  for  her 
welfare  to  concern  itself  with  the  kind  of  care  or  planning  or  therapy  that 
could  be  handled  to  help  this  woman.  So  Immediately  the  problem  was  very 
fatalistic  and  the  idea  was  that  we  would  keep  the  family  together  as  long  as 
v/e  can  and  we  break  it  up  piece  by  piece  as  soon  as  we  can  find  a way  to  do 
this. 


Dealing  with  the  family  for  about  a year,  we  became  aware  of  the 
fact  that  her  protective  payee  was  not  handling  her  money  responsibly  and 
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that's  why  the  family  was  always  in  crisis.  Because  her  own  family  had  re- 
fused to  relate  to  her  or  to  deal  with  her  problems  nor  assist  her  in  any  way, 
she  has  nobody  in  the  city  to  care  for  her,  so  I agreed  to  become  the  protec- 
tive payee  and  for  me  to  acquire  the  responsibility  for  three  teenaged  boys 
was  something  very  unusual--!  have  a story  of  my  three  sons.  At  any  rate, 
the  first  knowledge  the  family  had  of  the  mother's  illness  was  one  of  total 
denial.  The  mother  denied  the  illness,  the  children  would  look  at  the  parents 
and  not  be  able  to  detect  anything  wrong  and  refused  to  believe  that  she  was 
ill. 


The  Public  Welfare  System  had  maintained  a homemaker  in  the  home 
as  long  as  there  were  children  under  school  age.  Once  the  younger  children 
became  eligible  for  school,  the  homemaker  was  pulled  out  of  the  home.  There 
is  no  provision  on  public  assistance  program  to  keep  a homemaker  in  the  home 
as  long  as  there  aren't  children.  So  once  the  children  went  to  school,  the 
mother  is  alone  all  the  day  long.  The  older  boys,  as  they  became  sensitive 
and  realized  something  was  really  wrong  with  their  mother,  they  became  em- 
barrassed by  her,  didn't  want  to  be  seen,  would  not  stay  at  home,  could  not 
deal  with  the  illogic  of  the  decisions  that  she  made,  were  frustrated  and  angry 
because  she  wasn't  managing  the  home  any  better,  and  in  their  frustration 
would  periodically  beat  the  mother  severely. 

When  it  became  obvious,  that  once  the  homemaker  was  out  of  the 
home,  in  the  late  afternoon  the  mother  had  no  control  over  the  children,  the 
boys  would  try  to  control  the  two  little  girls  by  beating  them  up  and  then  their 
whole  thing  was,  'That's  the  only  way  we  can  make  them  mind.  " And  of  course 
the  two  youngsters,  the  little  girls  are  8 and  10,  began  to  run  away  from  home. 
So  after  we  had  found  them  on  the  street  at  midnight  three  or  four  times,  and 
the  mother  not  even  concerned  that  the  children  were  out  of  the  home,  it 
became  necessary  to  do  something  to  protect  the  children  and  so  they  were 
placed  in  a foster  home. 

The  older  son  has  got  himself  scholarships  and  is  putting  himself 
through  college.  He  is  never  home  except  maybe  on  holidays.  The  middle 
son  has  finished  high  school  and  has  now  pulled  together  enough  scholarships 
to  go  to  college  the  second  semester,  but  he  had  to  be  placed  out  of  the  home 
because  his  anger  and  resentment  were  so  uncontrollable,  the  mother  was  not 
safe.  So  he  was  placed  in  a foster  home.  The  youngest  son,  who  has  just 
turned  18,  simply  closed  his  mind  to  the  whole  bit.  He  has  never  acquired 
even  one  high  school  credit.  He  has  walked  the  streets.  He  has  defied  every 
legal  approach  we've  had  to  force  him  to  do  something.  So  he  does  nothing. 

He  comes  home  and  lives  periodically  when  he  needs  a roof  over  his  head; 
otherwise,  he  is  totally  unconcerned  with  the  mother. 
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In  September  of  this  year,  the  family  was  cut  completely  off  of 
public  assistance  because  the  youngest  boy  that  is  home  is  18.  He  has  a job 
tfiat  pays  a very  minimal  amount  of  money;  there  is  no  one  to  control  him; 
no  way  that  we  can  make  him  do  the  things  he  needs  to  do  for  his  own  bene- 
fit. The  two  older  boys  have  a program  and  a plan  for  their  own  lives  that 
they  can  foresee,  providing  for  themselves  adequately  so  we  don't  reallyhave 
to  be  that  much  concerned  about  them. 

But  this  means  that  the  mother  is  left  alone  in  her  home.  Some 
days  she  cooks  as  though  all  the  children  were  still  home.  The  children  never 
wanted  to  eat  what  she  cooked  because  she  would  just  throw  anything  into  the 
pot  and  cook  it  all  together.  Food  would  be  spoiling  on  the  stove  for  days 
before  it  would  become  obvious  to  her  that  it  ought  to  be  thrown  away.  She's 
alone  all  the  time.  She's  unsteady  on  her  feet;  she  falls  down  very  frequently. 
The  only  help  public  aid  ever  offered  by  way  of  planning  for  her  was,  we'll 
put  her  in  a nursing  home  someday. 

Last  spring  when  they  indicated  to  me  that  that  ought  to  be  done, 
we  took  her  back  to  the  neurological  center  where  her  case  records  are  and 
were  told  that  she  is  not  ready  for  a nursing  home  placement.  She  cannot  be 
denied  her  civil  rights  to  live  where  she  wants  to  live  and  so  she's  living  alone; 
she's  unsteady  with  her  hands;  she  still  tries  to  cook.  She  has  set  clothing  on 
fire;  she  has  set  her  kitchen  on  fire  by  her  unsteadiness.  She  falls  down  and 
is  unable  to  get  up.  Sometimes  she's  alone  two  or  three  days  at  a time. 

We're  in  the  process  right  now--in  fact,  this  morning,  I came  from 
the  Social  Security  office  where  I had  to  apply  for Supplmentary  Security  Income 
for  the  mother  and  was  told  as  I left  the  office  that  her  monthly  check  would  be 
$167. 00. 


I think  probably  the  most  serious  damage  done  to  the  family  is  that 
all  through  their  growing  years,  these  children  have  had  no  responsible  adult 
to  communicate  with,  no  one  who  has  been  responsible  for  them. 

GUTHRIE:  That's  funny.  I just  made  a little  note  here  for  myself, 
that  the  tragedy  here  is  the  life  years  lost  by  the  children.  That  one  mother 
with  this  disease  has  unfortunately  deprived  several  children  of  years  of  what 
could  have  been  good  living  had  we  had  the  right  kinds  of  services  available. 

WEXLER:  Do  you  think  if  a halfway  house  facility  existed,  that 
would  not  be  nursing  home  care  but  would  be  some  place  kind  of  like  a resi- 
dential hotel  for  senior  citizens,  would  that  be  an  appropriate  placement  for 
the  mother?  Would  that  be  appropriate  for  her  to  live? 
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HOFSCHULTE:  Yes.  I'm  looking  for  an  appropriate  placement  right 
now  because  we  would  like  to  have  the  younger  son  get  on  his  own  so  that  the 
mother  doesn't  have  to  continue  to  live  like  that.  The  problem  is  there  isn't 
any  protective  environment  that  would  really  meet  her  needs.  She  resents 
very  much.  . .we  have  tried  a number  of  times  to  talk  about  placement  in  a 
protective  environment.  She  resents  very  much  the  possibility  of  even  doing 
it. 


GUTHRIE:  May  I suggest  why?  There  is  a reason,  no  doubt.  And 
I could  be  wrong.  But  you  see,  what  we  don't  know  is  what  she  saw  in  her 
parents.  And  with  those  early  memories,  she  may  feel  that  what  you're  going 
to  provide  will  be  maybe  as  terrible  as  something  she  remembers  of  her  mother. 
Or  her  parent--whoever  had  the  disease.  This  is  what  we're  coping  with-- 
things  that  we  do  not  know  about  which  gives  her  that  need  to  say,  "its  not 
going  to  happen  to  me.  " (What  happened  to  that  parent.  ) 

SIMON:  We  do  know  the  family  and  I had  an  appointment  and  the 
three  boys  were  not  at  home.  They  made  a point  of  not  being  there  so  that 
we  never  got  a chance  to  talk  with  them.  And  I brought  my  young  daughter 
with  me,  figuring  that  they  could  relate  to  her  if  not  to  me. 

WEXLER:  They  know  their  risk? 

HOFSCHULTE:  No.  I do  not  believe  that  the  boys  have  been  ade- 
quately informed  on  what  the  problem  is.  They  have  refused  to  discuss  it. 

It  is  only  like  yesterday  that  the  middle  son  manifested  any  real  concern  about 
his  mother  at  all,  and  he  came  by  the  office  to  tell  me  he  had  rented  an  apart- 
ment and  was  going  to  move  into  it.  And,  of  course,  I had  to  say,  "Who  is 
going  to  pay  the  rent?"  And  I found  out  we  were.  So  they  aren't  going  to 
move  into  the  apartment.  ^ 

WEXLER:  I wonder  if  some  of  their  hostility  and  their  intransigence 
isn't  that  they  also  know  that  in  addition  to  her  not  providing  them  with  good 
mothering,  that  they've.  . . that  she's  also  put  them  at  risk? 

HOFSCHULTE:  I don't  know  if  they  know  that. 

SIMON:  The  oldest  son  is  on  our  mailing  list.  We've  never  heard 
from  him  but  we  still  send  him  the  mail. 

GUTHRIE:  I think  again  when  more  people  know  what  we  are  doing 
and  more  young  people  grow  up  realizing  that  there  are  people  who  care  and 
are  doing  things,  perhaps  they  won't  be  so  anxious  to  run  away  but  will  run 
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towards  us  and  help  us.  But  that's  an  educational  problem,  isn't  it? 

IlOFSCHULTE:  I think  itfe  tremendously  important  to  say  that  the 
systems  |)rovide  no  services.  The  Supplemental  Security  Income  will  provide 
no  services. 

GUTHRIE:  That's  that  word  services  again.  Thank  you.  Thank 

you. 

SCHACHT:  Thank  you  both  very  much. 

TESTIMONY  OF 
NANCY  LYSKOWSKI 
WEST  ALLIS,  WISCONSIN 

LYSKOWSKI:  My  name  is  Mrs.  Nancy  Lyskowski  (nee  Starcevic). 

I am  one  of  three  offspring  who  are  at-risk  individuals  of  a Huntington's  Disease 
parent.  This  means  I stand  a 50-50  chance  of  having  inherited  a disease  that 
may  strike  at  any  day.  The  symptoms  may  appear  at  any  age,  but  most  often 
they  begin  after  the  age  of  30.  I am  soon  to  be  33  years  old. 

My  mother  was  also  one  of  three  siblings  and  an  at-risk  individual 
due  to  the  fact  that  her  father  died  of  Huntington's  Disease.  She  did,  in  fact, 
start  showing  symptoms  before  the  age  of  35  years  with  a disturbance  in  her 
gait  and  died  before  her  50th  birthday.  Here  I might  interject  - -that  was  the 
physical  symptom,  but  many  years  before  she  showed  changes  in  personality 
structure  and  family  care,  and  the  dismissal  of  her  three  children  into  custody- - 
that  it  manifested  itself  many  years  before  that.  We  children  were  raised 
in  orphanages  and  foster  homes  due  to  the  fact  that  she  had  lost  custody  of  us. 
They  found  us  in  a home  without  heat,  sleeping  between  mattresses  to  keep 
warm  and  frozen  water  in  the  tub  because  there  was  no  heat  in  the  house  and 
no  food  in  the  house.  This  led  to  our  being  taken  away.  My  father  then  took 
custody  of  us  and  being  remarried,  he  did  not  have  adequate  provisions  for 
us  and  we  were  placed  in  the  orphanage.  Then  we  were  placed  into  a foster 
home. 


Her  financial  status  at  the  time  of  diagnosis,  which  was  1963,  was 
low  enough  that  the  only  facilities  available  to  her  were  those  of  the  county  hos- 
pital's chronic  disease  wards.  She  was  not  offered  much  therapeutically 
because  there  is  no  treatment  and  no  cure  for  Huntington's  Disease,  and 
therefore  degenerated  to  a helpless,  frail,  debilitated  human  being. 

Her  brother  also  was  diagnosed  with  Huntington's  Disease  and  died 
during  his  50's.  He  was  cared  for  by  the  Central  State  Hospital  in  Waupun, 
after  being  found  too  mentally  ill  to  stand  trial  for  non-support  of  his  family. 
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At  the  state  hospital  his  diagnosis  was  "Non-Psychotic  Organic  Brain  Syn- 
drome with  Marked  Choreiform  Movements.  " Being  part  of  the  medical  field, 

I can  tell  you  that  any  neurologist  could  have  diagnosed  this  man  as  a Hunting- 
ton's Disease  victim,  but  the  luxuries  of  specialists  are  not  afforded  by  the 
state  facilities,  especially  for  "criminals.  " My  uncle  has  two  sons  who  are 
now  at  risk.  My  mother's  sister  died  at  the  age  of  11  years  old  of  pneumonia, 
so  no  one  knows  if  she  carried  the  deadly  gene. 

I have  a brother  who  is  now  35  and  at  risk  and  he  has  two  children. 
He  completely  denies  and  will  not  have  anything  to  do  with  the  disease.  My 
twin  sister,  also  at  risk,  has  two  children  and  I have  three  children. 

So  far  we  are  looking  at  a family  history,  starting  with  my  grand- 
father who  was  diagnosed  as  H.D.,  to  thirteen  individuals. 

I have  three  children  who  are  at-risk  Huntington's  disease  possibili- 
ties. Until  they  find  out  whether  or  not  I am  a Huntington's  Disease  victim  or 
have  escaped  the  dread  disease,  they  won't  know  their  chances.  This  would 
affect  their  future  as  to  whether  or  not  they  should  or  should  not  have  children 
and  pass  on  a gene  they  do  not  know  if  they  possess.  You  see,  if  Huntington's 
Disease  escapes  me  they  are  free.  The  disease  does  not  skip  generations. 

My  husband  and  I have  been  married  for  13  years  and  own  a modest 
home,  a car,  and  a camper.  We  both  worked  hard  for  what  we  have,  him 
putting  me  through  school  for  the  last  four  years  and  my  own  dedication  of 
trying  to  raise  a family  and  go  to  school  and  keep  up  with  my  studies.  We 
made  it  though--together--and  I am  now  a registered  nurse. 

If  I would  be  diagnosed  of  H.  D.  tomorrow  or  even  ten  years  from 
now,  I would  have  to  refashion  my  life  while  I was  still  able  to  do  so.  First 
of  all,  I would  get  a divorce  from  my  husband.  This  would  protect  him  from 
the  financial  burden  I would  ensue  on  him  as  the  disease  progressed.  I could 
then  have  my  medical  welfare  covered  by  the  medical  assistance  program  in- 
stead of  watching  H.  D.  drain  my  family  of  everything  we  worked  so  hard  to 
get  for  so  long.  I love  my  husband  and  children  too  much  to  become  a burden 
on  them.  Usually  after  the  medical  insurance  runs  out,  most  families  have 
had  to  sell  their  home  and  use  up  their  savings,  just  to  be  eligible  for  medi- 
cal assistance.  They  pay  until  they  have  nothing  and  then  they  are  eligible 
for  assistance. 

These  benefits  should  be  available  to  anyone  with  a degenerating, 
prolonged  illness  or  disease  like  Huntington's  Disease.  Help  us  make  it 
happen.  We  need  appropriated  funds. 
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My  final  dilemma  deals  with  my  children.  How  much  do  I tell  my 
children?  Do  I let  them  know  that  we  have  a potential  time  bomb  to  deal  with? 
Will  they  understand';  Or  will  they  shove  the  facts  into  a closet  like  my  bro- 
ther and  a cousin  of  mine  and  pretend  it  just  doesn't  exist?  How  long  can  one 
deny  the  inevitable? 

GUTHRIE:  Have  yoti  any  idea  why  your  father  left  your  mother? 
Undoubtedly  it  happened  early  in  their  relationship.  Do  you  think  there  was 
some  sign  then  perhaps  of  your  mother's  illness? 

LYSKOWSKI:  I think  there  was  possibly  a personality  disturbance. 
I'm  not  sure  because  I was  so  young  and  because  of  the  events  that  followed. 

GUTHRIE:  The  reason  I asked  this  question  is  because  I am  con- 
cerned about,  thinking  in  terms  of  the  future,  perhaps  if  your  father  had 
known  what  was  wrong  and  been  understanding  of  it,  maybe  your  whole  family 
situation  might  have  been  different. 

LYSKOWSKI:  Up  until  my  sister  got  married  in  1961,  my  mother's 
diagnosis  was  not  made  until  1963.  When  they  found  us  children  uncared  for, 
they  would  find  her  possibly  in  a tavern  or  out  somewhere. 

GUTHRIE:  But  where  was  your  father? 

LYSKOWSKI:  He  was  in  another  city  paying  support,  but  the  support 
checks  were  not  spent  on  us  children. 

GUTHRIE:  So  in  some  ways,  you  see,  he  didn't  know  what  was 
going  on  and  that's  why  he  left.  If  he  had  known,  he  might  have  stayed  home. 

I always  have  to  feel  that  we  should  ask  and  try  to  find  the  roots  of  why  these 
things  happened,  and  see  if  we  can  avoid  them. 

LYSKOWSKI:  That's  what  made  me  stop  and  look  and  see  how  far 
back  this  might  have  been  for  the  simple  reason  that  even  though  she  was 
first  diagnosed  in  '63  and  that  was  only  due  to  the  fact  that  at  the  county  hos- 
pital they  asked,  "Why  are  you  so  nervous?"  It  was  extremely  obvious  these 
were  choreic  movements--she  said,  "Oh,  I have  a nervous  condition.  " There 
was  another  time,  she  had  remarried  a fellow  much  older  than  she  was,  and 
the  police  called  him  up  and  said'Your  wife  fell  down  in  front  of  a bus.  She 
was  drunk.  " He  said  she  was  not  drunk,  she  has  a nervous  disorder  and  this 
was  before  diagnosis.  The  police  said  she  had  $20  on  her  and  he  said,  "I  know, 
I gave  it  to  her.  " So  the  police  put  her  in  a cab  and  sent  her  home.  At  my 
sister's  wedding  when  my  father  who  at  this  time  still.  . . he  went  up  to  my 
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mother  and  said,  "You've  never  done  anything  for  these  kids.  Why  embarrass 
them  now?  You're  drunk.  " 

GUTHRIE:  You  see  his  own  ignorance  of  the  situation  came  out. 

LYSKOWSKI:  But  everybody,  nobody  knew.  You  can  smell  one 

drink. 

SCHACHT:  Knowing  what  you  know  now,  do  you  feel  that  your 
decision  about  divorce  . . . (inaudible  here) 

i 

LYSKOWSKI:  I think  so  for  the  simple  reason  I'm  looking  for  it. 

No.  1,  I'm  not  waiting  for  a diagnosis  (inaudible) 

I agree  with  Marjorie  when  she  says  that  people  have  hope  up  until  the  very 
pnd  and  I feel  that  way  too  because  when  they  called  me  and  told  me  that  my 
mother  was  on  her  deathbed  and  I walked  into  that  nursing  home.  . . that  was  it. 
Her  mind  was  keen  right  to  the  end.  Not  verbally  because  of  the  disease. 

SCHACHT:  Do  you  intend  to  explain  it  to  your  children? 

LYSKOWSKI:  My  oldest  daughter  is  now  11,  she  goes  around  with 
her  little  cannister  once  or  twice  a year  around  the  neighborhood.  She  is  very 
aware  of  Huntington's  Disease  and  she  knows  it  is  in  our  family.  I don't  think 
at  11  years  old  she  understands.  She  knows  that  I stand  a 

50-50  chance  and  that  if  I get  it,  she  stands  a chance.  But  she  also  knows  that 
if  I don't  get  it,  she's  free.  I think  if  they  start  young  enough,  realizing  this 
as  she  grows  up,  she'll  put  it  in  proper  perspective  later.  It  won't  be  just  a 
one-time  slam. 

We  brought  this  with  us.  This  was  written  by  a friend  of  Mr. 

Kunde's  for  Mr.  Kunde's  wife.  "One  can  outline  here  a series  of  facts  following 
the  progression  of  Huntington's  Disease  in  Gwendolyn  Marten  Kunde, 
but  to  do  so  without  a bit  of  elaboration  is  shameful.  A reduction  to  mere 
words  on  a sheet  of  paper  would  indeed  do  an  injustice  to  this  sensitive, 
beautiful  soul.  So  in  this  testimony  I hope  you  will  find  something  of  Gwen 
interwoven  among  this  brief  history  of  her  life. 

'tiwen  Marten  was  born  in  Council  Bluffs,  Iowa  on  August  4,  19  23, 
to  Arno  and  Della  Marten.  Mr.  Marten  was  a salesman  and  eventually  they 
settled  in  Oshkosh,  Wisconsin. 

"Life  was  quite  normal  in  her  early  years.  She  graduated  from 
high  school  in  January  of  1941;  continuing  her  education,  she  attended 
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C)shkosh  State  Teacher's  College  in  Oshkosh,  Wisconsin.  On  the  honor  roll, 
she  graduated  in  1944  with  a Bachelor  of  Science  degree. 

"After  college  Gwen  accepted  a teaching  position  in  Milwaukee,  Wis- 
consin along  with  her  friend,  Betty  Jean.  In  1946  both  girls  went  to  Arizona 
to  teach  school.  While  living  in  Milwaukee,  Gwen  had  met  Armin  Kunde  from 
her  home  town  of  Oshkosh,  and  on  March  7,  1947,  they  were  married  at  Grace 
Lutheran  Church  in  Tucson,  Arizona. 

"Gwen  was  the  second  of  four  children.  Jim  (the  first  born)  was 
killed  in  World  War  II;  her  brother,  Donald,  is  alive  and  well,  and  living  in 
Tucson,  Arizona;  Adele,  the  youngest  child,  was  killed  in  an  automobile 
accident  in  1970  at  the  age  of  33.  (It  is  not  known  if  she  would  have  had  H.  D.  ) 

"when  Adele  was  a young  girl  her  mother  became  ill  (in  the  late 
40's  and  early  ’50's).  At  that  time  period  Mrs.  Marten  tended  to  fall  a lot 
and  acted  in  a strange  manner;  people  thought  she  was  mentally  affected, 
eventually  (about  1952)  Mrs.  Marten  was  hospitalized  at  Mendota,  a mental 
health  facility  in  Madison,  Wisconsin.  Later  she  was  moved  to  Winnebago 
Mental  Hospital  which  was  closer  to  home;  it  was  there  that  she  died  in  1965. 

"When  Mrs.  Marten  was  no  longer  able  to  be  home,  Gwen's  sister, 
Adele,  was  about  fourteen  years  old  and  still  in  high  school.  At  this  juncture, 
Gwen  and  Armin  returned  from  Arizona  to  care  for  Adele  and  see  her  through 
high  school,  college  and  her  marriage  in  1960.  Adele  subsequently  had  four 
children  before  knowing  that  it  was  an  hereditary  disease  that  plagued  her 
family. 


"Gwen  and  Armin  were  suspicious  of  her  mother's  illness.  Con- 
sulting the  family  doctor  regarding  Mrs.  Marten's  affliction,  the  doctor 
assured  Armin  that  there  was  no  chance  whatever  that  Mrs.  Marten's  ill- 
ness could  be  passed  on  to  Gwen,  or  any  children  they  might  have.  After 
six  3^ears  of  marriage,  Jean  Kunde  was  born  (1953)  and  Robert  arrived  in 
1956. 


"Except  for  the  hospital  visits  to  her  ailing  mother,  life  was  filled 
with  her  children,  moving  into  a newly  built  house  in  the  country,  and 
teaching  school  on  a part-time  basis,  etc. 

'"Officially'  the  onset  of  Gwen's  illness  (Huntington's  Disease)  is 
listed  as  1964;  but  in  talking  to  a friend  who  went  to  high  school  with  her, 
and  had  also  lived  in  Arizona  at  the  same  time  the  Kundes  had,  it  seemed 
apparent  that  there  were  subtle  signs  as  early  as  1959.  Visiting  the  Kundes 
that  summer  while  back  here  on  vacation,  Gwen's  friend  remembers  remark- 
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ing  to  her  husband  that  a 'cold  chill'  came  over  her  during  her  visit;  some- 
thing about  Gwen's  movements  and  manner  of  speaking  reminded  her  of 
Gwen's  mother  many  years  before. 

"Gradually  Gwen  lost  interest  in  her  appearance  and  in  housework. 

It  became  necessary  for  Armin  to  eventually  take  over  most  of  the  household 
chores;  change  his  shift  at  work  so  he  could  get  the  children  off  to  school; 
and  in  the  end,  sell  their  house  in  the  country  and  move  back  into  town  where 
it  was  less  of  a problem  for  Jean  and  Robert  to  get  to  school. 

"By  1964  the  hospital  circuit  had  begun  in  an  effort  to  determine 
exactly  what  was  wrong  with  Gwen..  .Mercy  Hospital  in  Oshkosh;  Theda 
Clark  Hospital  in  Neenah  (1966  and  1967)  for  tests  where  the  actual  diagnosis 
was  at  long  last  made;  then  on  to  the  University  Hospital  in  Madison  for  fur- 
ther testing  and  opinions. 

"Although  advised  to  put  Gwen  in  a hospital  (.  . . that  'life  goes  on'  ) 
with  scheduling,  cooperation,  love  and  the  help  of  Armin's  handicapped  sis- 
ter, Gwen  was  able  to  stay  home  a little  longer  (another  two  years).  This 
had  its  problems,  such  as  the  time  Gwen  caught  fire  by  the  stove.  Fortunately 
Armin  was  in  the  room  and  prevented  a more  serious  happening.  Finally  the 
painful  decision  had  to  be  made;  Gwen  could  not,  for  her  own  safety,  be  left 
alone  and  needed  more  professional  and  constant  care.  In  1969,  Gwen  was 
instituted  at  Winnebago  Mental  Health  Institute;  fortunately  she  was  able  to 
be  home  on  weekends.  In  1970  Gwen  was  moved  from  the  mental  institute 
to  a county  facility  called  the  Rehabilitation  Pavillion;  after  four  years,  due 
to  a state  and  county  reorganization  process,  she  was  moved  (1974)  to  Pleasant 
Acres,  another  county  facility.  Here  she  is  essentially  confined  to  a room 
12.  5'  X 17.  5'.  . . a comparatively  small  world. 

"A  nurse  on  Gwen's  floor  outlined  her  care  and  problems  arising 
particularly  from  Huntington's  Disease; 

Because  of  her  spastic  movements,  it  takes  two  or 
three  aides  to  handle  her;  this  is  for  safety  reasons  for 
both  Gwen  and  the  aides,  as  her  movements  are  unpre- 
dictable. 

Although  mainly  in  bed  or  in  a wheelchair,  they  do 
try  to  walk  her  to  the  bathroom  daily  to  keep  her  walking 
as  long  as  possible. 

All  food  is  pureed  because  of  swallowing  and  chewing 
difficulties  (choking  is  always  a concern)  and  medications 
must  be  crushed. 
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"At  this  stage  there  is  nothing  that  Gwen  can  do.  When  she  could 
no  lunger  participate  in  occupational  therapy,  life  became  drab  and  Gwen - 
seldom  left  her  room;  she  naturally  became  despondent  and  about  the  only 
thing  she  would  say  clearly  for  months  was,  'I  hate  the  hospital.  . .will  you 
help  me?'  Armin  talked  with  various  personnel  at  the  hospital  to  get  Gwen 
out  of  her  room  more  often  and  also  to  find  some  activity  or  diversion  for 
her.  Now  I2  to  3 hours  a day,  Gwen  listens  to  Talking  Books  {records 
()ut  out  by  National  Geographic,  Good  Housekeeping,  Reader's  Digest,  etc.) 
Since  she  has  had  access  to  these  she  seems  to  be  a bit  more  content  and 
si.-ems  sharper  and  more  vocal  than  before.  Her  speech  is  garbled,  but  she 
can  often  speak  quite  clearly.  The  most  exciting  thing  in  Gwen's  life  these 
days  is  ice  cream.  . . she  eats  'tons  of  it;  Armin  keeps  a good  supply  in  the 
freezer  for  her. 

'When  she  was  first  brought  out  of  her  room  on  a more  regular 
basis  (at  Armin's  insistence)  Gwen's  movements  were  disturdng  to  the  other 
residents;  they  gradually  became  more  accepting  of  Gwen  and  now  understand 
she  can't  help  it.  There  are  only  three  H.  D.  patients  at  this  hospital  and  they 
are  not  on  the  same  floors. 

"The  wheelchair  is  a problem  for  her,  as  with  the  movements  she  is 
easily  bruised;  they  pad  her  chair,  and  she  must  be  tied  in  so  that  she  will 
not  fall  out. 

"One  of  the  most  difficult  times  during  these  years  was  after  a 
definite  determination  that  Gwen  had  Huntington's  Disease  and  that  it  was 
hereditary.  Jean  and  Robert  had  to  be  told  that  they  might  someday  have  tb 
face  the  same  tragedy.  . a very  traumatic  ordeal  at  a time  when  there  was  no 
hope  of  any  real  help  available.  . . rhe  doctors  would  say,  'There  is  nothing 
that  can  be  done.  ' Also,  Armin  had  to  tell  Gwen's  sister  of  the  diagnosis-- 
she  anguished  over  what  kind  of  future  her  four  young  children  would  have  to 
look  forward  to. 

"insurance  coverage  was  another  hassle;  Armin's  insurance  company 
ceased  payments  for  Gwen's  care  on  the  basis  that  she  had  a 'mental  afflic- 
tion. ' It  took  approximately  six  years  of  fighting  and  lawyers'  fees  to  win 
the  battle.  Apparently  it  is  still  not  established  in  all  quarters  that  Hunting- 
ton's patients  are  not  'mental'  patients.  Up  until  two  years  ago  there  was  a 
financial  obligation  to  the  state  and  it  was  not  until  January  of  this  year  (1978) 
that  a financial  settlement  was  reached  with  the  State  of  Wisconsin.  Since 
Gwen  was  moved  to  Pleasant  Acres  she  has  been  under  a federal  medical 
assistance  program  and  Armin  now  pays  only  for  Gwen's  drugs  which  are 
billed  directly  to  him  by  the  drug  store  that  supplies  them  to  the  hospital. 
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"All  of  these  problems  and  frustrations  endured  by  this  family 
and  others  like  them,  point  up  the  fact  that  there  is  much  lacking  in  special 
care  facilities  for  the  Huntington's  patient;  proper  genetic  and  psychological 
counseling  need  to  be  readily  available;  financial  aid  and  the  problems  with 
insurance  companies  must  be  resolved;  and  an  all-out  effort  in  the  medical 
research  area  definitely  needs  to  be  expandedl  Much  progress  is  being  made, 
but  these  families  who  need  to  deal  with  the  problems  right  now  are  desperate. 
They  need  to  know  there  is  something  ahead  for  them,  and  witnout  the  'really 
big'  funding  that  is  needed  to  develop  a control  and  a type  of  detection  to  deter- 
mine if  one  is  going  to  have  H.  D. , another  of  their  generations  will  have  to 
suffer  the  agonies  of  this  savage  disease. 

"When  Gwen's  case  was  diagnosed  (about  1967)  there  was  nowhere 
for  Arrnin  to  turn.  One  day  he  saw  a small  article  in  a magazine  about 
Marjorie  Guthrie  and  Huntington's  Disease;  he  wrote  to  her  in  New  York. 

Had  it  not  been  for  this  woman,  this  gentle  dynamo  who  has  reached  beyond 
herself  and  helped  so  many  in  need  of  advice  and  friendship,  Armin  would 
have  floundered,  and  wandered,  and  wondered  for  a much  longer  period  of 
time.  There  was  no  information  available  from  doctors  or  libraries--and 
in  many  areas  not  much  more  is  available  today.  Without  C , C.  H.  D.  there 
would  be  nowhere  for  people  to  turn.  This  disease  is  apparently  not  as  rare 
as  it  was  once  thought  to  be.  Through  concentrated  efforts  more  people  can 
be  reached;  there  are  still  many  people  who  will  not  admit  any  connection 
with  H.  D.  and  will  not  seek  help  or  counseling  even  though  they  may  need  It. 

We  personally  know  of  a family  with  several  children,  and  the  children, 
though  moving  into  their  teens,  have  not  been  told  of  what  the  future  may 
hold  in  store  for  them. 

"This  narrative  is  written  as  a threefold  effort--it  is  written  for 
Gwen,  who  is  unable  to  write  directly  her  fears,  frustrations  and  agonies 
of  these  past  twelve  or  more  years.  . . her  mixed  emotions  when  she  had  to 
leave  her  home- -the  feeling  of  being  abandoned  and  'put  away'  when  she 
was  mentally  still  keenly  aware.  . .the  gradual  resignation  to  an  institutional 
way  of  life.  . . the  quiet  desperation.  . . crying  out,  'I  want  to  die.  ' . . . just 
wishing  it  were  over  with;  it  is  written  for  Armin  Kunde  who  can  no  longer 
write  or  speak  effectively  for  himself  because  he  has  a brain  tumor  and  had 
surgery  this  past  summer.  He  cannot  tell  you  directly  of  the  sorrows  and 
desperate,  helpless  moments  he  experienced  as  he  tried  to  do  whatever  he 
could  for  Gwen,  and  attempted  to  raise  his  children  to  face  their  problem 
head-on  and  get  out  there  in  the  world  and  live.  Their  daughter  has  graduated 
from  college  and  is  married.  Their  son  is  a student  at  the  University  of 
Arizona.  Armin  wanted  to  testify  orally,  but  because  of  his  illness  is  unable 
to  be  in  Chicago  for  the  hearings;  and  finally,  it  is  written  for  me,  as  a friend 
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who  has  known  and  been  a part  of  the  Marten  family  for  35  years,  who  has  watched 
this  beautiful,  intelligent,  gentle  woman  and  her  family  endure  the  ravages  of 
this  insidious  disease. 

"In  closing,  1 pray  this  committee  will  see  through  Gwen's  eyes, 
a fu  ture  filled  with  more  than  just  hope  for  her  children.  . . a future  made  up 
of  a concerned  segment  of  society  dedicated  to  the  eradication  of  all  genetic 
diseas(is  and  an  all-out  viable  effort  to  the  obliteration  of  Huntington's  Disease. 
'Phere  is  a real  problem  here.  . .we  need  all  the  help  we  can  get. 

Respectfully  submitted, 

(Mrs.  )Jacqueline  Veium  " 

SCHACHT:  Did  you  say  she  was  in  one  room? 

LYSKOWSKI;  Yes,  what  did  1 say  it  was,  12x17?  That's  her  whole 

world. 

SCHACHT:  When  I translate  that  into  L C,  F.  , in  nursing  homes 
that!s  not  legal. 

TESTIMONY  OF 
NATALIE  S.  RUDOLPH 
RESEARCH  ASSOCIATE 
LABORATORY  OF  GENETICS 
UNIVERSITY  OF  WISCONSIN-MADISON 

RUDOLPH:  Dr.  Schacht,  I'd  like  to  share  with  you  and  Mrs.  Guthrie 
and  Dr.  Wexler  and  some  of  the  other  people  present  some  of  my  concern 
about  the  ethical  implications  of  the  National  Program  for  Huntington's  Disease, 
and  I am  an  outsider.  I have  had  the  experience  of  talking  with  a number  of 
people  about  this  and  so  I feel  I know  some  of  the  insiders  as  well. 

In  light  of  recent  progress  made  in  understanding  the  basic  gene 
defect  in  Huntington's  Disease,  which  may  soon  yield  a predictive  test  for 
presymptomatic  carriers,  it  is  entirely  appropriate  that  Congress  undertake 
a comprehensive  national  program  of  research,  education,  care  and  counsel- 
ing for  H.  D.  Such  a program  is  the  subject  of  the  National  Sickle  Cell  Anemia, 
Cooley's  Anemia,  Tay  Sachs,  and  Genetics  Diseases  Act  of  1976,  which  spe- 
cifically includes  Huntington's  Disease.  To  comply  with  this  act,  a national 
program  for  H.D.  should  include  actual  genetic  testing  when  it  becomes  avail- 
able; genetic  counseling;  basic  and  applied  research  into  predictive  testing, 
diagnosis  and  treatment;  and  education  of  health  care  professionals  and  the 
general  public  on  the  disorder  itself  as  well  as  facilities  and  programs  avail- 
able to  patients  and  their  families.  Ideally,  the  program  would  also  provide 
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long-term  care  facilities  for  seriously  affected  patients,  and  community- 
based  programs  to  assist  these  families  in  dealing  with  their  financial,  medical 
and  social  problems. 

As  we  have  learned  through  recent  experiences  with  sickle  cell 
anemia,  however,  popular  and  publicized  full-scale  attacks  on  particular 
genetic  disorders  are  rife  with  "hidden  implications"  that  have  a profound 
impact  on  individuals  and  families.  These  implications  may  lead  to  social 
and  personal  stigmatization  as  well  as  loss  of  jobs,  insurance,  privacy  and 
autonomy.  And  by  stigmatization  I mean  imposed  or  self-perceived  feelings 
of  shame,  guilt  and  ridicule  or  embarrassment.  Problems  like  these  in  a 
national  program  for  Huntington's  Disease  could  be  avoided  in  part  by  care- 
fully evaluating  the  genetic  counseling  to  be  provided  and  by  establishing 
sound  guidelines  with  the  administration  of  a pre- symptomatic  Huntington's 
test. 


Genetic  counseling  should  be  a major  part  of  any  program  for 
Huntington's  Disease.  I urge  the  Commission  to  stipulate  that  counseling 
conducted  as  part  of  this  program  be  supportive  but  non-directive.  Some 
counselors  experienced  in  dealing  with  H.  D.  assert  publicly  and  insist 
privately  that  "persons  at  50%  risk  of  developing  Huntington's  Disease  should 
not  have  children.  " If  compliance  with  such  an  attitude  were  made  a pre- 
requisite for  receiving  counseling,  care  or  other  services  under  this  program, 
participants  would  effectively  be  denied  autonomy  in  deciding  their  own  futures. 

The  better  approach  is  non-directive  counseling  by  which  families 
determine  with  the  support  of  the  counselor  the  course  of  action  that  best 
accommodates  their  moral  and  religious  views  and  their  willingness  to  accept  a 
chronically  sick  and  disabled  individual  as  part  of  the  family  unit.  This 
Commission  should  also  address  the  question  of  whether  counselors  have 
a right  or  even  a duty  to  contact  collateral  relatives  determined  to  be  at 
some  risk  for  H.D.  I feel  that  the  best  policy  is  that  currently  used  by  some 
genetics  clinics  which  is  to  encourage  clients  to  discuss  the  matter  with 
their  own  relatives  and  then  to  provide  counseling  for  those  who  elect  it. 

The  pre-symptomatic  testing  program  for  H.D.  would  have  two 
phases:  the  current  experimental  phase  during  which  a predictive  test  is 
developed  and  perfected  for  general  use,  and  the  phase  of  actual  testing. 

Both  phases  require  careful  monitoring  and  coordination  by  a permanent 
commission  or  agency. 

The  usual  problems  involved  in  human  experimentation  are  com- 
pounded here  by  the  ambiguity  of  a test  whose  efficacy  is  unproven.  The 
commission  or  agency  administering  this  program  should  ensure  that  par- 
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ticipanls  understand  the  nature  of  the  presumptive  test,  the  implications  of 
a [)ositivc  or  negative  test  result  and  the  psychosocial  as  well  as  physical 
t'isks  involved,  l^articipants  should  understand  that  they  are  expected,  but 
will  not  be  forced,  to  return  to  the  same  or  another  testing  center  periodically 
over  the  ensuing  20  or  30  years  to  check  for  the  onset  of  symptoms. 

During  this  experimental  phase,  standards  should  be  established 
for  acceptable  accuracy  and  human  and  inherent  error  in  a test  being  con- 
sidered for  wide-scale  use.  It  is  difficult  to  assess  the  validity  of  the  clini- 
cal trials  conducted  to  date  for  two  reasons:  (1)  some  of  the  published 
studies  did  not  appear  to  include  appropriate  controls;  and  (2)  there  has  been 
no  time  for  long-term  follow-up.  For  these  reasons,  there  should  be  no 
mass  screening  for  H.D.  until  carefully  designed,  double-blind  pilot  studies 
have  been  completed  and  the  risks  and  benefits  of  the  predictive  test  are 
understood. 

Once  the  test  is  perfected,  some  provision  must  be  made  for  moni- 
toring its  availability  and  quality  control.  Since  the  screenees  who  draw  a 
positive  test  result  may  react  with  depression  or  hysteria,  provision  should 
be  made  for  immediate  and  extended  counseling  to  guide  them  in  coping  with 
their  own  emotions  and  in  long-range  planning  for  the  future.  The  National 
Genetic  Diseases  Act  stipulates  that  participation  in  a testing  program  be 
voluntary  and  not  a prerequisite  for  receipt  of  other  services  under  this  or 
any  other  public  health  program. 

Finally,  the  public  identification  of  H.D.  families  participating  in 
testing,  care  and  social  service  programs  may  have  profound  implications 
for  employment,  insurability  and  social  interactions  for  the  children  and  other 
family  members.  Unless  families  can  be  assured  that  all  testing,  diagnostic, 
counseling  and  treatment  records  will  be  strictly  confidential,  as  mandated 
by  the  National  Genetic  Diseases  Act,  they  may  be  understandably  reluctant 
to  enroll  in  local  community  programs. 

In  summary,  a national  program  of  research,  education,  counsel- 
ing and  care  for  H.D.  is  appropriate  and  timely.  Such  a program,  however, 
carries  great  potential  for  coercion,  stigmatization  and  abuse  of  its  intended 
beneficiaries.  These  hidden  implications  could  be  circumvented  in  part  by 
(1)  a carefully  coordinated  genetic  counseling  program  that  required  non- 
directive, supportive  counseling,  and  (2)  design  of  experimental  and  opera- 
tional predictive  testing  programs  that  protected  the  interests  of  the  voluntary 
participants. 

Lack  of  careful  planning  led  to  "mistakes”  in  the  early  sickle  cell 
anemia,  phenylketonuria  and  XYY  screening  programs.  We  now  know  how  to 
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avoid  these  mistakes  while  providing  desperately  needed  services  for  Hunt- 
ington's Disease  patients  and  their  families. 

SCHACHT:  (inaudible)  ....  the  right  to  privacy  and  the  right 
for  public  information.  . . 

GUTHRIE;  1 really  feel  that  your  testimony  is  so  to  the  point  and 
so  necessary.  1 appreciate  your  coming  here  and  saying  what  you  had  to  say. 
And  you  might  like  to  know  that  we  were  recently  down  in  Mexico  at  the  Inter- 
national Committee  of  the  Genetic  Programs  and  we  heard  again  and  again 
the  concern  about  the  confidentiality  and  1 used  to  say  in  my  layman's  language 
that  I felt  that  in  some  ways  1 had  opened  up  a Pandora's  box  and  my  concern 
is  having  begged  the  families  to  come  forward,  what  are  we  going  to  do  now 
to  not  make  life  harder  for  them  but  easier?  What  are  we  going  to  do  for 
these  families  and  that's  why  you've  heard  me  today  struggle  so  much  with 
that  word  "services."  We've  got  to  do  something  for  those  who  were  brave 
enough  and  willing  to  come  forward  and  we  musn't  stigmatize  them  further  by 
the  things  that  you  have  said.  I think  these  legal  considerations  and  ethical 
considerations  are  of  great  importance. 

RUDOLPH;  May  1 interject  one  small  comment?  While  1 was  pre- 
paring to  come  here  to  read  my  statement,  1 talked  to  various  people  in  our 
own  genetics  clinic  to  try  to  find  somebody  who  has  had  experience  with 
Huntington's  Disease  who  was  familiar  with  social  programs,  community 
programs,  anything  at  all  that  would  give  some  personal  insight  and  1 couldn't 
find  a one. 

GUTHRIE;  That's  exactly  what  we're  concerned  with--come  for- 
ward. What  are  we  doing  for  those  who  do?  For  those  who  are  in  hiding,  we 
can't  do  much  more.  1 hope  that  you'll  keep  struggling,  Natalie,  and  keep 
asking  questions. 


TESTIMONY  OF 
DONALD  GRIFFITH 
GLENWOOD,  MISSOURI 


GRIFFITH;  1 am  Donald  Griffith  and  1 am  writing  this  testimony 
and  I used  my  wife  as  the  subject  for  she  has  Huntington's  Disease.  We  have 
three  children  and  six  grandchildren  at  risk,  so  we  have  a real  concern  in 
the  future  program  for  control  and  cure  of  Huntington's.  Betty  has  one  sis- 
ter and  two  brothers  who  died  as  victims  of  the  disease  at  a young  age.  This 
was  all  unknown  as  Betty  was  adopted  and  family  medical  history  was  unavail- 
able--compounding  the  difficulties  in  diagnosing  the  disease. 
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I’'irst,  let  me  tell  you  this:  In  1955  my  wife  had  a baby  born  by 
breach  at  7^  months  and  medical  indications  showed  something  was  wrong. 

She  sponL  six  weeks  in  Grimm  Smith  Hospital  at  Kirksville,  Mo.  The  only 
diagnosis  by  three  doctors  was,  "Do  not  have  any  more  children.  " She  pro- 
gressively developed  depression,  the  inability  to  make  decisions,  loss  of 
weight,  constant  body  movements,  careless  personal  hygiene,  loss  of  the 
ability  I'or  the  care  of  household  chores,  etc. 

In  1960,  she  entered  Kirksville  Osteopathic  Hospital  and  Clinic 
and  after  complete  examinations  and  treatment,  she  ended  up  in  Psychiatrics-- 
with  no  diagnosis.  In  1967  she  entered  St.  Joseph's  Hospital  and  Clinic  at 
Cimterville,  Iowa.  They  could  not  find  the  cause  of  the  trouble  so  they 
entered  her  in  to  the  University  of  Missouri  Medical  Center  at  Columbia,  Mo, 
She  went  through  seven  clinical  departments  and  after  six  months  they  did 
not  diagnose  the  trouble. 

In  1969  she  entered  Laughlin  Hospital  and  Clinic  for  treatment  of 
a fall  and  Dr.  Valleck,  a heart  specialist,  diagnosed  the  trouble  was  Hunting- 
ton's Chorea.  What  a reliefl  After  hospitalization  and  seeing  31  doctors  for 
services  totalling  over  $36,  000.  00,  one  doctor  recognized  the  disease.  After 
careful  study  and  reading  what  meager  information  I could  find  from  medical 
books,  I decided  to  take  care  of  her  myself  as  long  as  I could.  It  has  been  a 
rewarding  experience  and  the  will  of  God  has  beamed  down  on  us  as  she  is 
much  improved. 

From  the  progression  of  the  disease,  of  which  six  years  were  spent 
bedfast,  three  years  in  a wheelchair  (she  completely  wore  out  two),  being 
hand-fed  for  two  years,  she  has  learned  how  to  walk  again,  dress  herself, 
take  care  of  cleanliness  chores,  answer  the  telephone,  and  is  able  to  write. 
Occasionally  she  has  not  been  able  to  swallow  her  food  and  drink,  but  these 
periods  are  getting  less  and  less.  The  longest  period  was  for  five  consecu- 
tive meals.  Her  weight  has  gone  from  a low  of  84  pounds  to  127  which  she 
weighed  yesterday.  She  is  able  to  care  for  herself  and  enjoys  her  family 
activities,  watches  television,  etc. 

Now  the  problems  I have  encountered  are  the  doctors'  inability  to 
diagnose  Huntington's.  They  probably  know  of  it  or  have  heard  of  it,  but 
they  are  not  aware  of  its  symptoms.  The  treatments  which  we  are  using 
were  suggested  at  chapter  meetings  of  C.  C.  H.  D.  --not  from  the  doctors. 

On  conveying  this  information  to  our  family  doctor  and  under  his  direction, 
we  have  been  able  to  receive  an  improvement  in  my  wife's  health.  We  are 
using  Deaner. 
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Our  outlook  on  the  future  is  optimistic  if  research  can  be  coordi- 
nated in  the  direction  of  obtaining  a satisfactory  cure  and  tests  for  those  at 
risk  to  determine  if  they  have  Huntington's  or  not.  Undue  duplication  or 
repetition  of  researchers'  time,  effort  and  money  is  wasteful  and  costly. 

We  live  in  an  area  that  is  rural  and  cannot  undertake  or  attempt  to 
take  an  active  role  in  community  affairs.  To  most  people  this  is  catastrophic, 
but  not  to  us.  It  doesn't  bother  my  wife  and  it  doesn't  bother  me.  We  feel 
that  our  role  is  to  help  find  a cure  as  quickly  as  possible  to  pass  on  to  our 
family  who  are  at  risk. 

Through  quirks  of  the  Social  Security  laws,  we  have  bedn  unable  to 
get  disability  payments.  My  wife  is  an  R.  N.  and  was  turned  down  because 
she  hadn't  paid  any  monies  in  in  the  last  ten  years.  She  hasn't  been  able  to 
work  since  1962.  This  needs  to  be  adjusted.  Our  hospitalization  policy  allows 
for  two  confinements  for  a nervous  disorder  disease.  My  wife  has  already 
been  hospitalized  once  and  she  has  one  more  to  go--then  she'll  be  cancelled. 

A Medicare  program  would  help,  even  though  I intend  to  care  for  her  as  long 
as  I can.  From  my  observation,  I feel  that  she  is  in  a lot  better  shape 
physically. 

GUTHRIE:  Can  I say  that  the  best  evidence  of  your  success  is 
seeing  your  wife,  knowing  that  she  is  here  and  knowing  that  she  is  doing  the 
things  she  is  doing,  convinces  me  over  and  over  again  that  nobody  really 
knows  how  well  our  people  would  be--can  be--if  we  give  them  the  tender, 
loving  care  that  you  have  given  her.  Your  testimony  is  your  wife.  Thank 
you. 


GRIFFITH:  The  reason  it  has  given  me  hope  is  because  we 
attended  the  meeting  in  the  morning,  you  were  there,  and  we  talked  to  you 
about  it.  And  if  somebody  else  can  do  it,  I'm  pretty  sure  I can  do  it  because 
I'm  trying. 


GUTHRIE:  You're  doing  it.  Your  evidence  is  here  with  you. 

GRIFFITH:  We  try  to  get  around  and  see  what's  going  on.  At  the 
Veterans'  Hospital  for  the  Mentally  111  at  Knoxville,  Iowa,  and  I think  you 
were  there,  has  written  an  80-page  book  and  I don't  know  whether  its  in  pub- 
lication yet  or  not.  Dr.  Zugg  started  this  on  diets  and  care,  etc.  Before  he 
got  done  he  collaborated  on  this  diet  thing  and  we  found  things,  I don't  know 
whether  other  people  do  it  or  not,  my  wife  can't  eat.  This  caused  distress 
and  he  prepared  this  book--I  don't  know  whether  you're  aware  of  it  or  not-- 
it  will  be  available. 
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OUTllKIIl:  1 think  we  need  more  than  just  a book  actually.  We 
need  medical  verification --in  other  words  a lot  of  people  have  to  verify 
tile  work  lo  be  able  to  say  this  is  scientifically  documented.  The  important 
thinj^  is  that  itk  being  done. 

OKIFI'ITH:  Well,  for  example,  I hear  people  talking  about  vitamins. 
We  wtnit  through  all  the  vitamin  pills  from  i to  Z and  there  are  a few  of  them 
that  have  helped  a little  bit,  but  not  much. 

GUTHRIE:  There  are  other  people  who  feel  that  the  use  of  vitamins 
is  helpful,  so  the  important  thing  is  that  the  research  and  experimentation  is 
taking  place  and  in  the  meanwhile,  look  what  you've  done  with  your  wife. 

^'ou've  brought  her  back  to  life  again.  That's  what's  important. 

GRIFFITH:  Now  this  spell  that  I talked  about.  We  were  coming 
back  from  over  there,  you  know,  hurry,  hurry.  . . and  right  in  the  lobby  she 
had  a little  seizure.  I asked  the  doctors  about  this.  The  fellow  had  a nerve 
bloc^k.  In  ten  seconds,  thirty  seconds--maybe  three  minutes- -why  tJiey'd  go 

ahead  and  operate.  Well,  they  had  no  explanation  for  this.  I feel  like  if 
this  is  a chemical  reaction,  there  is  a shake-up  there  for  just  a little  bit-- 
it  takes  care  of  itself  She  has  come  out  of  it.  This  is  the  way  a lot  of 
the  things,  I feel,  are.  She  had  a little  one  today,  but  we  know  how  to 
handle  it  because  if  you  can  get  her  to  talk,  she  talks  in  a normal  voice. 


TESTIMONY  OF 
MARION  H.  STRIEBEL 
WAUWATOSA,  WISCONSIN 

STRIEBEL:  My  name  is  Marion  Striebel.  I am  Treasurer  of  the 
Wisconsin  Chapter  of  the  Committee  to  Combat  Huntington's  Disease  and 
my  husband,  John  Striebel,  is  afflicted  with  the  disease. 

After  several  years  when  my  husband  was  showing  increased  ner- 
vousness and  instability,  I finally  persuaded  my  husband  to  see  our  family 
doctor,  hoping  he  would  give  him  something  to  calm  his  nerves.  If  nothing 
else,  I thought  the  doctor  would  tell  him  to  cut  down  on  his  smoking.  He  was 
smoking  three  packs  or  better  a day  and  I thought  this  was  the  whole  problem. 

When  we  confronted  our  doctor,  he  examined  my  husband,  left  the 
room  and  returned  fifteen  minutes  later  to  say  that  this  disease  was  so  rare 
that  he  had  to  read  up  on  it,  but  he  was  sure  he  had  Huntington's  Disease. 

My  husband  and  I were  both  shocked  at  the  news.  Neither  of  us  had  heard 
of  the  disease  before.  My  husband  at  that  time  said  he  would  like  to  question  his 
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mother  about  this.  So  when  he  told  her  what  our  doctor  had  said,  she  said 
she  had  noticed  him  showing  signs  but  was  afraid  to  tell  us.  She  claimed  to 
her  dying  day  that  her  husband  never  had  H.  D. , but  her  sister  said  he  did. 

Of  course,  it  would  have  to  be  his  father--someone  had  to  have  had  it  for  her 
to  have  heard  of  it.  We  learned  then  that  his  brother  had  H.D.  We 
were  originally  told  that  he  had  a nervous  condition  and  had  to  take  a year 
off  from  work.  Both  of  John's  brothers  died  at  the  age  of  49.  One  was  four 
years  older  than  he  and  the  other  two  years  older  than  he. 

In  1962  he  had  to  retire  from  his  job  as  a postal  clerk  at  the  U.  S. 
Post  Office.  When  my  husband  was  diagnosed,  we  already  had  two  children. 
When  he  retired  in  1962  he  was  placed  in  a nursing  home  for  two  years  until 
the  nursing  home  said  they  could  not  keep  him  any  longer  because  they  were 
afraid  he  would  fall  and  either  hurt  himself  or  hurt  some  of  the  other  patients. 
So  he  spent  the  next  nine  months  at  the  Milwaukee  County  Hospital  until  August 
of  '66  when  he  was  placed  in  a V.A.  Hospital  at  Tomah  which  is  175  miles 
from  my  home  in  Milwaukee.  He,  of  course,  did  not  wish  to  go- -did  not  wish 
to  be  sent  that  far  away  from  home.  But  when  1 promised  to  come  and  see  him 
every  two  weeks,  he  agreed  to  go  there. 

I've  been  classified  as  being  better  than  a postmaster  because  I 
usually  made  the  175-mile  trip  through  rain,  sleet  or  snow,  having  to  turn 
back  only  twice  because  of  severe  snowstorms.  It's  only  been  in  the  last 
year  and  one-half  that  I now  visit  him  once  every  three  weeks  as  he  no  longer 
has  any  concept  of  time,  and  since  because  of  my  increased  duties  as  Treasu- 
rer of  the  Wisconsin  Chapter  as  well  as  working  a full-time  job,  which  also 
requires  a great  deal  of  my  time,  1 find  it  difficult  to  visit  him  as  often  as  1 
would  like. 

We  have  two  children  and  four  grandchildren.  My  children  informed 
their  spouses  previous  to  their  marriage  of  H.  D.  in  the  family  and  the  possi- 
bility of  them  someday  being  a victim  of  H.D.  My  daughter  and  her  husband 
decided  to  have  children  and  take  the  risk;  my  son  and  his  wife  decided  not 
to  have  children.  1 had  no  choice  to  make  and  cannot  say  1 would  not  have  had 
children  if  1 had  known,  since  1 do  enjoy  my  children  and  grandchildren  a 
great  deal,  and  am  hopeful  that  research  will  find  a way  to  control  H.  D. 
before  long. 

This  is  what  1 believe  and  this  is  what  I try  to  instill  in  our  members 
as  our  secretary,  Kathryn  Swingle,  and  myself,  travel  around  the  state. 

GUTHRIE:  I want  to  ask  a question  I've  been  asking  all  day  long 
because  I think  itfe  important.  How  do  you  feel?  What  is  the  greatest  need 
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t>f  the  people  that  you  see  as  you  travel  around--what  is  their  greatest  concern 
right  now? 


STKIEBEL:  I believe  the  greatest  need  is  where  to  go  for  help  when 
you  find  out  there  is  H.D.  in  your  family.  Where  do  we  turn? 

GUTHRIE;  Having  asked  this  question  so  many  times  and  getting  the 
same  answers,  I'm  asking  myself  then,  because  I w^ant  to  document  it.  Appa- 
rently most  of  us  are  beginning  to  feel  that  the  basic  research  is  on-going  and 
the  one  thing  that  we're  not  getting  is  patient  services.  What  can  we  do  about 
that?  We're  agreeing  with  that  concept? 

STRIEBEL:  Yes  because  I have  received  many  phone  calls  from 
persons  saying  how  can  you  help  me?  Where  can  I go? 

GUTHRIE:  What  can  you  do  for  us?  Right?  There  must  be  some 
relief  knowing  that  the  research  is  going  on,  but  what  do  they  do  from  day  to 
day? 


STRIEBEL:  One  little  thing  I'd  like  to  say,  Jim  Ritter,  our  member 
there,  brought  this  to  my  attention.  He  wanted  us  to  mention  that  in  the 
Veterans'  Hospital  alone,  they  say  there  are  close  to  500  patients  identified 
as  having  Huntington's  Disease  for  whom  the  cost  of  care  totals  nearly  ten 
million  dollars  each  year.  Now  when  my  husband  was  diagnosed  they^  told  me 
there  were  only  eight  patients  throughout  all  the  V.A.  hospitals  in  the  United 
States. 


GUTHRIE:  The  person  who  did  the  research  several  years  ago  has 
now  sent  out  a new  questionnaire  which  will  then  document  the  latest  statistics 
because  that  figure  of  500  was  done  several  years  ago.  The  Knoxville  V.A.  -- 
it  was  the  chaplain  there  who  is  now  preparing  a new  questionnaire  which 
has  been  sent  through  C.  C.  H.  D.  to  all  the  V.  A.  's  and  with  our  help,  we  hope 
to  come  up  with  more  accurate  figures.  As  a matter  of  fact,  that's  the  only 
statistic  I will  ever  quote  when  I'm  asked  a question,  how  many  H.D.  patients 
are  there?  That's  the  only  time  that  anyone  ever  did  a study.  And  that's  a 
very  limited  population  and  gives  you  some  idea  of  the  scope  and  the  extent  of 
this  disease. 

SCHACHT:  And  there  are  no  females  in  the  V.A.  hospitals. 

GUTHRIE;  And  children  and  the  mis-diagnosed  and  those  who  are 
out-patients. 
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TESTIMONY  OF 
KATHY  SCORCZ 
ELK  GROVE,  ILLINOIS 


SCORCZ:  My  name  is  Kathy  Scorcz  and  I am  one  of  six  children 
in  a family  at  risk  with  H.  D.  When  I knew  I was  going  to  testify,  I tried  to 
remember  when  it  all  began.  The  anxiety  I feel  now  I felt  when  I was  a 
child  really,  now  that  I know  about  H.D, 

I remember  when  my  grandmother  would  come  to  visit  and  the 
kids  next  door  would  make  fun  of  the  way  she  walked  and  the  way  she  handled 
things.  I was  very  angry  at  them--and  angry  at  my  Grandmother  for  being 
that  way,  and  ashamed  because  I loved  her.  My  parents  said  that  Grandma 
had  Parkinson's  Disease.  The  family  doctors  had  diagnosed  it  as  that.  For 
a while  she  lived  with  us  after  Grandpa  died,  but  then  Mom  couldn't  handle 
her  and  she  went  into  a nursing  home.  Grandmother  died  at  82  after  suffer- 
ing with  H.D.  for  over  20  years.  At  her  funeral  it  was  apparent  to  me  that 
my  mother's  appearance  was  in  an  increasingly  depressed  state  and  her  bro- 
ther's jerky  movements  somehow  related  to  what  my  Grandmother  had  suffered 
with  for  so  many  years. 

Most  of  my  family,  and  my  uncle's  family,  urged  my  mother  to 
see  a doctor  and  were  met  with,  "I'm  fine.  " Gradually  her  withdrawal  gave 
way  to  fantasizing.  Finally  my  father  agreed  that  something  had  to  be  done. 

We  finally  got  her  to  go  to  a hospital.  She  was  very  angry  but  went  along 
enough  with  the  examination.  The  psychiatrist  said  she  definitely  needed 
further  psychiatric  tests,  but  she  refused  to  admit  herself  so  the  psychiatrist 
suggested  the  only  thing  we  could  do  is  take  her  to  Elgin  State  Hospital  and 
have  her  committed  for  tests.  So  this  is  what  we  did. 

My  father  only  visited  her  once  during  the  period  she  was  there. 

He  just  didn't  seem  to  be  able  to  handle  the  situation  at  all.  He  just  left  it 
up  to  me  to  talk  to  the  doctors.  A social  worker  mentioned  H.D.  to  me  but 
the  diagnosis  at  the  hearing  was  dementia.  After  she  was  released,  my  sis- 
ter, my  older  sister,  took  her  to  see  a neurologist--again,  under  false 
pretenses,  and  told  him  about  H.  D.  being  mentioned.  After  a thorough  phys- 
ical and  questions  about  our  family  history,  he  confirmed  our  suspicions. 

It  was  definitely  H.  D.  He  recommended  that  we  tell  our  children  that  we 
have  H.  D. 


Within  a year  my  uncle,  my  mother's  brother,  after  two  attempted 
suicides  and  a stay  at  Elgin  State  Hospital,  joined  my  mother  in  the  same 
sheltered  care  facility.  His  wife  divorced  him  and  efforts  to  stay  in  contact 
with  her  family  have  been  futile. 
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1 think  to  me  the  alieniation  in  the  family,  in  my  case  between  my 
|)arcnls,  between  my  aunt  and  uncle,  is  one  of  the  most  frightening  aspects 
of  the  disease.  1 think  maybe  the  personality  problems  that  my  mother 

was  liaving,  and  we  really  didn't  know  it  was  an  illness,  just  made  the  division 
between  them  so  large  that  there  was  no  bridgeing  it.  Even  with  the  rest  of 
my  family,  I tried  to  impress  upon  them  the  importance  of  visits  to  my  mother 
but  it  didn't  work.  Maybe  its  their  own  fear--that  they  just  can't  bring  them- 
selves to.  Their  visits  are  few  and  far  between.  I think  this  is  probably 
true  for  a lot  of  H.  D.  families.  1 think,  as  many  other  people  have  said  in 
their  testimony,  when  H.D.  families  realize  that  there  is  no  mysterious 
curse  and  that  they  are  not  alone  in  this  fight,  that  they  will  be  able  to  cope 
much  better. 

I feel,  maybe,  if  we  could  increase  the  awareness  level  of  local 
mental  health  facilities  about  H.  D.  , this  might  bridge  the  gap  between  home 
and  care  facilities.  1 agree  with  Marjorie  totally  and  1 feel  that  in  the  case 
of  my  own  family,  we  had  family  situations  that  really  needed  to  be  in  care 
facilities.  They  are  in  what  is  called  a sheltered  care  facility  but  they  have 
to  be  able  to  be  ambulatory,  get  around  on  their  own,  and  so  consequently 
eventually  both  of  them  will  have  to  be  put  into  a different  facility.  Finding 
medical  care,  professionals  who  will  take  the  time  to  deal  with  H.D.  families 
and  give  them  counseling,  is  a problem  too. 

GUTHRIE:  You  remind  me  how  hard  it  is  to  strengthen  a home 
because  not  only  do  you  suffer  with  the  H.D.  , you  suffer  the  loss  of  a parent 
and  that  is  something  that  no  one  else  has  brought  out  quite  as  well  as  you 
have.  I think  it  is  important  for  us  to  remember  that  the  family  structure 
is  spread  apart,  but  you've  lost  everything  that  you  need,  and  some  of  the 
family  is  running.  But  then  on  the  other  hand,  you  understand  why  they  are 
running.  Perhaps  if  we  could  do  more  for  families,  they'll  be  able  to  stick 
together  and  be  more  supportive  of  each  other. 

SCORCZ:  I know  at  some  of  our  meetings  we  were  talking  about 
we  wouldn't  bury  our  heads  in  the  sand  and  I cannot  believe,  being  at  risk 
myself,  that  people  ever  really  put  it  out  of  their  minds.  I do  not  understand 
why  they  can't  channel  some  of  that  anger  and  frustration  into  more  positive 
avenues  because  we  need  their  help'.  We  need  a lot  of  bodies  to  do  the  work. 

SCHACHT;  Do  you  feel  an  alieniation  with  your  brothers  and 

sisters  ? 

SCORCZ:  I did  feel  a strong  alieniation  towards  my  father.  I felt 
like  he  had  just  dumped  the  whole  thing  in  my  lap,  and  I thought  I would  never 
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get  over  this  feeling  for  awhile.  But  in  those  two  years  or  so  where  we  were 
really  struggling  with  the  problem,  I probably  grew  up  and  now  I realize  he 
did  what  he  could.  And  he  couldn't  do  much.  He  just  couldn't  face  it.  I think 
there  are  a lot  of  people  in  his  generation  that  find  it  very  hard  to  speak  with 
doctors,  talk  about  things;  there  is  a shame  associated  with  the  disease  and 
they  are  so  embarrassed  by  the  whole  thing  that  they  just  want  to  forget  it  . 

GUTHRIE:  But  you  have  gone  on,  and  you  do  understand. 

SCORCZ:  Yes,  I do. 

GUTHRIE:  This  is  important  because  each  generation  has  to  under- 
stand why. 

SCORCZ:  I also  firmly  believe  because  I can  see  the  results  of 
this  in  my  family--we  have  young  children,  my  husband  and  I have  two  daughters, 
9 and  6,  and  they  have  gone  to  xmost  of  the  H.  D.  functions  that  we  have  gone  to. 
And  they  know,  whatever  a 9-year-old  and  6-year-old  can  understand,  about 
H.  D.;  and  my  older  sister  has  teenaged  children  who  are  very  confused  about 
it.  It  is  not  talked  about  to  any  extent  and  they  have  questions  that  they  ask  me. 
They're  so  reticent  and  they  are  nmlly  afraid.  They  need  counseling--they  need 
help  to  understand. 

TESTIMONY  OF 
VADA  BABCOCK 
DES  MOINES,  IOWA 

BABCOCK:  I'm  Vada  Babcock  from  Des  Moines,  Iowa.  It  was  a 
beautiful  June  wedding  and  no  one  at  the  ceremony,  including  the  lovely  bride, 
realized  she  had  Huntington's  Disease.  She  had  been  adopted  during  infancy 
and  the  agency  personnel,  if  they  knew,  had  not  informed  her  adoptive  parents. 
Less  than  15  years  after  the  wedding,  she  died.  This  young  woman  was  con- 
fined to  her  bed  for  the  last  three  years  of  her  life. 

As  a young  adult  she  was  a physical  education  instructor.  Ballroom 
dancing  and  performing  on  the  trampoline  were  her  specialty.  Her  husband 
and  she  had  children.  Within  a few  years  after  the  marriage  there  was  a 
drastic  change  m her  temperament  and  she  developed  an  involuntary  movement 
in  her  legs.  Her  position  as  a secondary  teacher  was  terminated.  She  was 
hesitant  about  seeing  a specialist.  The  family  doctor  could  not  determhe  the 
problem.  Finally,  at  the  university  hospital  she  was  told  that  she  had  Hunting- 
ton's Disease. 

The  lady  described  in  this  narrative  was  m^’'  sister-in-law.  Soon 
after  the  diagnosis  I wrote  to  Marjorie  Guthrie  after  reading  about  her  committee 
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Ot  Huntington's  Disease  families.  Since  May  of  1973,  when  Marjorie  came 
to  Iowa  for  an  all-day  seminar  at  the  organization  meeting,  I have  been  actively 
involved  with  the  Iowa  Committee.  Many  hours  have  been  spent  visiting  with 
11.  D.  families.  Some  of  the  needs  and  problems  I have  encountered  are  listed 
here. 


Twelve  years  ago  an  adolescent  girDwas  told  at  a major  medical 
eom[)lex  that  she  should  never  marry  and  have  children.  At  that  same  medi- 
i-al  facility,  a young  woman  whose  mother  has  H.  D.  was  told  to  return  annually 
for  a neurological  check-up.  In  Des  Moines  a neurologist  stated  that  a 58-year- 
old  woman  was  the  only  person  in  that  area  who  had  H.  D.  Imagine  the  young 
woman's  surprise  when  she  came  to  the  first  C.  C.  H.  D.  meeting  and  met  28 
people  who  were  among  our  H.  D.  families.  A doctor  counseled  a young  man 
and  suggested  that  if  his  girl  friend  should  become  pregnant,  she  should  have 
an  abortion.  Countless  professionals  are  still  telling  H.  D.  families  that  only 
women  have  Huntington's  Disease.  A Public  Health  nurse  was  asked  for  infor- 
mation about  H.  D.  by  a young  woman  whose  husband  had  just  been  diagnosed. 
The  nurse  researched  the  disease  and  then  she  did  not  return  the  call;  she 
could  not  bear  to  tell  the  young  wife  and  mother  about  Huntington's.  A young 
matron  was  propositioned  in  a laundromat  by  two  teenagers  who  thought  she 
was  a prostitute.  The  police  picked  up  a young  H.  D.  patient  and  thought  he 
was  intoxicated  and  placed  him  in  jail.  The  officers  treated  him  with  rudeness. 

The  Commission  should,  I believe,  (1)  make  a concentrated  effort 
to  learn  the  number  of  H.  D.  patients  in  this  country  and  continue  to  keep  the 
list  up-dated.  (2)  Take  a random  poll  of  physicians  to  find  out  if  they  can 
diagnose  H.  D.  and  what  resources  they  recommend  to  patients  and  their 
families.  (3)  To  make  a list  of  drugs  that  are  being  used  successfully  by 
physicians  and  make  it  readily  available  to  other  doctors  who  have  Huntington's 
Disease  patients.  (4)  Publish  pamphlets  for  families  who  care  for  patients 
at  home  and  for  institutions  who  have  patients.  (5)  Print  special  leaflets  for 
young  people  and  other  at-risk  persons.  (6)  Develop  an  educational  program 
in  order  that  public  officials  will  not  consider  Huntington's  Disease  patients 
as  intoxicated  or  on  drugs.  (7)  Promote  and  get  financial  help  for  H.D. 
families.  The  financial  crises  that  families  encounter  in  this  affluent  country 
are  unbelievable.  Why  should  just  veterans  have  free  medical  care?  Let  us 
join  with  other  groups  who  have  catastrophic  health  problems  and  get  finan- 
cial help  whether  the  patient  remains  at  home  or  is  institutionalized.  (8)  Com- 
pile a list  by  state  of  counselors,  psychologists,  psychiatrists,  neurologists, 
general  practitioners,  etc.  who  have  empathy  with  H.D.  families.  The  fam- 
ilies should  not  have  to  search  for  understanding  health  professionals. 

(9)  Develop  an  educational  campaign,  perhaps  in  conjunction  with  other  orga- 
nizations who  are  concerned  with  disability,  to  inform  the  general  public,.. 


3-89 


Chicago,  Illinois 


October  20,  1976 


Let's  educate  every  person  to  treat  disabled  persons  with  dignity. 

GUTHRIE:  Oh,  I love  your  recommendations,  every  one  of  them. 

I think  every  one  of  them  is  needed  and  I think  every  one  of  these  things --the 
problems--have  been  addressed  by  our  Committee  to  Combat  Huntington's 
Disease  but  the  problem  is  we  don't  have  the  means  to  do  it  and  hopefully 
with  your  help  and  with  the  help  of  the  work  of  the  Commission  these  are 
certainly  the  kinds  of  things  we  need. 

SCHACHT:  Just  briefly,  do  you  see  in  the  list  of  recommendations- - 
do  you  see  any  of  those  particular  recommendations  that  might  fall  under  the 
category  of  voluntary?  You  know  the  families  and  from  your  point  of  view 
can  the  lay  people  make  a more  appropriate  kind  of  impact? 

BABCOCK:  I think  that  the  Committee  makes  a wonderful  contribu- 
tion. Maybe  a kind  of  lay  counseling  kind  of  thing  where  we  get  together  and  many 
people  say,  "I've  never  been  able  to  say  the  word,  'Huntington's  Disease,  ' out 
loud  before.  " I think  the  greatest  need  is  financial  aid  for  the  catastrophic 
costs.  If  you  have  money  enough  to  hire  nurses  to  help  you're  all  right,  but 
when  you're  struggling  with  no  money  to  pay  a housekeeper.  . . (inaudible). 

TESTIMONY  OF 
WILLIAM  J.  WEINER,  M.  D. 

ASSOCIATE  DIRECTOR 
PARKINSON'S  DISEASE  CLINIC 
MICHAEL  REESE  MEDICAL  CENTER 

WEINER:  I am  Dr.  Weiner  and  I am  an  attending  neurologist  and 
the  Associate  Director  of  the  Parkinson's  Disease  Clinic  in  Michael  Reese 
Medical  Center  and  an  Assistant  Professor  of  Neurology  at  the  University 
of  Chicago.  Since  1968  I have  been  involved  in  both  basic  research  in  the 
clinical  and  neuropharmocologic  research  into  Huntington's  Disease  and 
related  disorders.  I have  three  basic  areas  of  information  that  I would  like 
to  convey  to  the  Committee. 

The  first  is  that  I think  that  one  basic  area  of  research  that  needs 
more  imagination  in  relationship  to  the  investigators  and  also  in  relationship 
to  funding  from  the  federal  government  is  research  directed  at  the  basic 
genetic  mechanisms  involved  in  Huntington's  Disease.  I think  that  amongst 
health  professionals  who  are  aware  of  Huntington's  Disease,  itfe  common  know- 
ledge that  the  risk  of.  . . a person  at  risk  has  a 50%  chance  of  developing  the 
disease;  however,  I think  that  within  clinical  observation  of  patients  in  families 
who  are  at  risk  that  there  is  a wide  variance  in  the  time  of  onset  of  the  disease. 

I think  that  this  variance  ranges  from  juvenile  Huntington's  Disease  to  the 
usual  common  young  adult  onset  variety  to  a more  fascinating  group  of  patients 
who  have  a late  onset  of  Huntington's  Disease.  I think  that  these  clinical 
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ubsrrvations  should  be  translated  into  a great  amount  of  energy  in  terms  of 
basic  investigation  into  those  genetic  mechanisms  which  determine  the  time 
of  onset  of  the  disease. 

I think  that  the  major  cost  to  society  in  terms  of  the  social  and  eco- 
notTiic  impact  on  this  country  in  relationship  to  Huntington's  Disease  is  in 
felationship  to  the  time  of  onset.  If  there  were  some  way  in  which  patients 
destined  to  develop  the  disease,  in  which  the  onset  of  the  disorder  could 

be  delayed  until  the  late  60's  or  70's,  the  enormous  impact  of  this  dysfunction 
could  be  greatly  ameliorated,  both  in  terms  of  society  and  in  terms  of  the 
individuals.  So  I think  this  is  one  area  where  very  little  is  being  done  and 
a great  amount  of  energy  on  the  part  of  the  investigators  and  also  on  the  part 
of  funding  in  terms  of  federal  funding  for  research  projects. 

The  second  area  of  research  that  needs  to  be  expanded  is  into  basic 
neuropharmacology  in  relationship  to  symptoms.  Now  this  is  a more  difficult 
area  and  certainly  would  be  directly  affected  by  any  fruitful  research  which 
would  come  out  of  the  first  area  that  I mentioned.  At  the  present  time  there 
are  numerous  drugs  which  are  available  to  control  the  choreiform  movements 
and  the  involuntary  movements  which  are  a problem  with  Huntington's  Disease, 
but  there's  really  nothing  available  in  terms  of  the  mental  deterioration  and  I 
think  that  this  would  be  the  area  in  which  funding  should  be  made  available  for 
basic  research  and  clinical  research. 

Finally,  I think  something  touched  on  by  previous  people  here 
today  and  probably  elsewhere  around  the  country  is  the  need  for  centers 
where  people  can  be  referred  for  adequate  diagnosis.  Over  and  over  again 
once  these  families  and  individuals  are  finally  being  referred  to  the  appro- 
priate center  where  an  adequate  diagnosis  is  made,  however  it  is  always 
rather  heartrending  to  hear  the  course  by  which  they  came  to  you.  Basically, 
people  are  seen  over  and  over  again  by  the  family  physician  and  referred  to 
certain  areas  where  there  is  supposed  to  be  a certain  amount  of  expertise 
and  it  is  surprising  oftentimes  that  other  people  even.  . . other  neurologists 
even.  . .do  not  make  an  adequate  diagnosis.  I think  that  the  establishment  of 
centers  for  the  proper  diagnosis  of  movement  disorders  would  greatly  ease 
the  making  of  the  initial  diagnosis.  That,  of  course,  doesn't  change  the  basic 
problems  that  these  people  face  but  on  the  other  hand,  the  anxiety  and  the 
waste  of  time  and  money  that  goes  into  the  inadequate  diagnosis  would  be 
avoided.  I think  that  in  the  establishing  of  these  types  of  centers  they  could 
or  could  not  be  tied  in  with  centers  doing  basic  research.  They  certainly 
would  not  have  to  be.  There  are  certainly  enough  people  around  who  have  an 
interest  in  movement  disorders  and  just  because  they're  not  doing  research 
doesn't  mean  they  couldn't  participate  in  being  able  to  make  an  adequate 
clinical  diagnosis. 
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I think  that  the  establishment  on  the  part  of  the  Federal  Government 
in  determining  that  certain  areas  be  designated  as  places  for  people  to  go  for 
the  diagnosis  of  this  type  of  movement  disorders  would  not  be  terribly  costly. 

I think  that  once  that  policy  decision  was  made  that  major  emphasis  in  terms 
of  disbursing  that  information  would  be.  . . in  fact,  to  physicians  who  are  in 
practice  in  this  country  at  this  time,  and  I think  in  terms  of  the  general 
public  that  they  should  just  be  made  aware  that  it  is  a federal  policy  that  desig- 
nates areas  where  people  with  Huntington's  Disease  or  for  that  matter,  any 
other  disease,  could  be  referred  for  adequate  diagnosis.  That's  not  to  infer 
that  all  patients  have  to  be  taken  care  of  at  that  center  or  anything  of  that  sort, 
but  I do  think  it  would  facilitate  matters. 

One  final  thing  that  bears  on  the  first  point  that  I mentioned  is  the 
fact  that  the  genetic  research  and  the  time  of  the  expression  of  the  disorder.  . . 
any  findings  that  would  come  out  of  Huntington's  Disease  at  which  any  type 
of  clinical  variance  occurs,  which  I think  I mentioned,  would  probably  be 
applicable  to  many  other  disorders--both  neurologic  and  basic  internal  med- 
icine diseases.  I think  that  would  certainly  be  a good  area  to  pursue. 

GUTHRIE:  Am  I correct  or  incorrect  that  you  already  have  a 
center  for  establishing  Parkinson's  Disease? 

WEINER:  That's  correct. 

GUTHRIE:  You  do  have  a center  then? 

WEINER:  Yes. 

GUTHRIE:  Do  you  think  that  somebody  would  object  to  adding  that 

on? 


WEINER:  No,  I doubt  that  very  much.  I think  that  in  the  Parkinson's 
Disease  Center,  as  a matter  of  fact,  we  serve  the  same  function  that  I am 
proposing  for  Huntington's  families  because  we  see  many  patients  who  are 
diagnosed  as  having  Parkinson's  Disease  who  in  fact  don't  have  that  but  who 
have  related  diseases.  So  that  itb  just  a matter  of  people  beginning  to  notice 
that  something  is  wrong  and  trying  to  find  the  adequate  diagnosis  have  some- 
where to  turn. 

GUTHRIE:  In  conjunction  with  your  Parkinson's  Center  do  you  have 
a social  worker  involved  with  your  work? 


3-92 


(’hicaj,'o,  Illinois 


October  20,  1976 


W1'’1NER:  Well  we  don't  have  a specific  social  worker  who  is 
assi^med  to  the  Parkinson's  Disease  Center.  We  use  the  facilities  at  the 
hos[)ital  for  people  that  need  referral  for  social  services. 

GUTHRIE:  Could  you  use  more? 

WEINER:  I think  so.  Certainly. 

GUTHRIE:  Because  I think  if  we're  eventually  going  to  set  the  cen- 
ters up,  and  I wholeheartedly  agree  that  this  should  be  done,  I think  again  itfe 
the  story  that  you  know  if  you  do  something  good,  you  can  make  it  into  a bad 
thing  unless  you  are  supportive  and  follow  up;  so  that  if  we  could  establish  these 
kinds  of  centers  across  the  country,  we  would  want  to  be  able  to  service  them 
once  the  diagnosis  is  made. 

WEINER:  I think  thatfe  true. 

SCHACHT:  In  these  diagnostic  centers,  which  I agree  with  Marjorie 
are  very  much  needed,  would  you  include  costs  of  that  center  no  matter  where 
itk  funded,  monies  to  pay  patients'  costs  in  getting  to  that  facility  and  maintain- 
ing a spouse  or  some  family  member  while  they're  going  through  the  clinical 
diagnosis,  transportation,  these  kinds  of  costs  which  presently--even  though 
we  have  some  very  good  facilities--make  them  inaccessible? 

WEINER:  I think  what.  . . that  the  facts  that  you  just  brought  to 
light  are  well  taken  and  many  of  the  people  who  are  in  need  of  adequate  diag- 
nosis are  not  really  in  good  condition  to  travel  by  common  public  facilities 
and  I think  that  the  cost  involved  in  setting  up  a center  should  certainly  include 
being  able  to  get  the  people  who  are  needy  of  diagnosis  to  the  center,  or  other- 
wise there  is  no  point  in  it. 

GUTHRIE:  I'm  just  thinking.  . .when  I stop  and  think  about  it,  85% 
of  all  research  money  being  spent  in  this  country  does  come  from  federal 
funds  but  federal  funds  come  from  the  people,  so  in  a sense  ifs  our  money 
being  spent.  I think  our  problem  is  trying  to  get  priorities  moved  around  in 
such  a way  that  we  could  do  what  we  want  with  our  money,  our  families,  in 
conjunction,  of  course,  with  the  needs  of  the  whole  country.  Some  people 
sometimes  forget  that  its  our  85%  out  of  every  dollar  that's  being  spent.  . . 
essentially.  Not  85%  of  every  dollar--  I should  say  85%  of  research  money. 

WEINER:  I think  that  that's  also  true,  that  there  needs  to  be  more 
of  an  emphasis  placed  on  basic  research  in  a certain  sense  without  regard  to 
its  eventual  clinical  applicability  because  I think  that  is  where  the  greatest 


3-93 


Chicago,  Illinois 


October  20,  1976 


advances  will  be  made  and  I think  that  the  recent  emphasis  in  Washington  on 
research,  which  is  only  clinically  directed,  is  in  error. 

GUTHRIE:  That's  been  debated  at  great  length  as  you  well  know  and 
people  like  us  are  putting  our  necks  out  to  say  that  all  areas  of  research,  and 
you  were  not  here  earlier  this  morning,  but  we  made  a point  because  someone 
testified  the  need  for  research  and  services- -that  there  are  no  funds  being 
spent  on  research  and  services.  And  this  goes  right  along  without  basis. 

We  have  many,  many  angles  to  pursue. 

TESTIMONY  OF 
ELIZABETH  VAUGHAN 
WASHBORN,  IOWA 


VAUGHAN:  I am  Elizabeth  Vaughan  from  Washburn,  Iowa  and  I am 
the  wife  of  someone  who  has  Huntington's  Disease  and  we  were  married  on 
November  5,  1948.  We  have  one  daughter  who  is  24  years  old  and  is  at  risk. 
She,  of  course,  knows  about  it,  her  husband  knows  about  it.  She  was  small 
when  we  first  discovered  it  was  in  our  family  and  I knew  that  my  husband  was 
ill.  I asked  my  doctor  how  I should  handle  it  with  my  daughter,  and  he  said, 
"Well,  just  tell  her  that  her  Daddy  is  sick.  " So  that's  just  the  way  we  handled 
it.  She  always  accepted  her  Daddy  very  well  and  loved  him  very  much--and 
this  is  very  important.  We  do  love  our  loved  ones  and  that  we  do  give  them 
this  loving  care.  I really  can't  stress  that  enough. 

For  the  last  three  days  I have  been  with  my  husband  at  the  univers- 
ity hospital  and  they  called  me  at  9:00  o'clock  and  asked  me.  . . and  told  me 
that  he  was  going  to  be  there  and  I didn't  know  for  what  purpose.  I had 
asked  for  a neurological  evaluation  on  him,  he  is  at  a veterans'  facility  right 
now,  so  I met  them  there  and  found  out  that  one  of  the  doctors  was  having  a 
lecture  and  he  had  sent  for  my  husband  and  was  wondering  if  I would  agree  to 
let  him  be  observed.  What  I did  do  yesterday  morning,  I was  with  him  before 
250  medical  students  and  they  showed  movements  and  these  kinds  of  things. 

At  the  time  of  our  marriage  we  neither  one  knew  that  there  was 
Huntington's  in  the  family  in  that  we  had  never  discussed  it  prior  to  our 
marriage  because  we  met  in  Georgia  and  he  was  away  from  his  family  so 
I had  not  met  them.  In  fact,  I had  never  even  heard  of  the  disease  and  his 
family  were  not  able  to  come  to  our  wedding  because  his  father  had  had  surgery. 
After  eight  months  we  were  to  visit  with  them  and  while  I was  there  I noticed 
that  my  father-in-law's  mouth  would  move  back  and  forth  over  his  false 
teeth  because  he  was  nervous  and  he  walked  unsteadily.  I asked  my  husband 
what  was  wrong  with  his  father  and  he  said,  "l  really  don't  know.  1 just  kind 
of  noticed  it  myself.  " He  had  just  returned  from  the  service  and  had  not  been 
around  his  father  for  a while. 
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Later  I visited  with  his  mother  and  I asked  her  what  was  wrong 
with  my  father-in-law  and  she  told  me  without  hesitation  that  he  had  Hunting- 
ton's Disease  and  they  were  going  to  a doctor  over  in  the  Des  Moines  area 
and  this  doctor  had  put  him  on  a special  diet.  She  was  always  very  open  with 
me.  talking  about  it;  she  told  me  Kent's  grandmother  had  Huntington's  Disease 
but  she  thought  at  the  time  it  had  been  diagnosed  that  only  the.  . . the  females 
were  not  carriers  and  as  long  as  she  didn't  have  it,  she  couldn't  give  it  to 
the  children.  So  we  didn't  know  until  quite  a few  years  aga  We  really  didn't 
worry  about  it  too  much  but  there  was  always.  . . Kent  and  I have  always  been 
very  close.  We've  had  a very  good  marriage. 

He  first  noticed  when  he'd  be  driving  along  and  he'd  lift  a finger 
off  the  steering  wheel  and.  . . and  the  thing  we  used  to  talk  about  was  suppose 
he  did  get  the  disease  and  I wondered  what  I should  do.  He  said,  "Well,  I 
feel  that  probably  you  should  divorce  me,  find  you  a new  husband  and  give 
Karen  a new  father,  she  should  have  a good  father..  " Of  course,  i just 
listened  and  it  went  in  one  ear  and  out  the  other.  I was  at  that  age  where.  . . 

But  as  we  began  to  notice  these  things,  we  decided  to  contact  a neurologist 
to  see  if  possibly  he  did  have  the  disease  and  Karen  was  a small  baby  at  that 
time. 


After  he  went  in  to  the  neurologist  he  came  out  to  me  and  said,  "Well, 
okay,  no  problem.  " At  first  this  naturally  made  us  feel  a little  better  and  we 
kind  of  forgot  about  it  again.  As  time  went  on  I began  to  notice  that  although  he  was  a 
loving,  kind,  gentle,  sweet  father,  he  became  angry  and  I didn't  exactly  know 
why  he  became  angry  and  naturally  it  created  a bit  of  a problem.  In  the 
meantime,  this  went  on  for  about  two  years,  and  I got  to  the  point  where  I 
thought  I just  couldn't  continue--not  knowing  that  there  must  be  something 
the  matter.  He  must  have  the  disease.  So  I called  his  family  doctor  and 
asked  him.  I said,  "Something  must  be  wrong.  He's  getting  very  hard  to 
live  with.  I don't  know  what's  wrong.  Does  he  have  Huntington's?"  And 
he  said, "Oh,  Mrs.  Vaughan,  yes,  he  does.  Hasn't  he  told  you?"  And  I 
said,  "No."  So  I told  him  that  I wanted  him  to  set  up  another  appointment 
with  the  neurologist  and  have  him  re-evaluated.  So  we  came  then  to  the 
same  neurologist  who  had  seen  him  the  year  before  and  this  time  I went  with 
him.  This  time  I was  very  angry  and  asked  him  why  he  didn't  tell  me.  He 
said,  "Well,  I didn't  tell  you  because  when  your  husband  came  he  was  very 
concerned  and  we  just  didn't  know  what  to  do,  he  was  so  uptight  about  it.  " 

I told  him  he  could  have  called  me,  but  he  said  he  didn't  know  if  I was  the 
kind  of  wife  who  would  have  walked  out  on  him  and  left  him.  I said,  "Well, 
you  are  a professional  and  you  do  not  have  that  right.  A doctor  should  not 
make  a moral  judgment  for  someone  else.  " 
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In  the  meantime  the  doctor  asked  me  to  keep  it  from  my  husband. 

I went  along  with  it  because  he  was  a psychiatrist  as  well  as  a neurologist. 

So  I went  along  with  this  for  about  a month.  I would  go  into  the  psychiatrist, 
what  was  it  then  to  go  in — about  $10  a trip?  And  money  was  a little  bit 
tight  back  there  in  the  60's.  So  I felt  very  guilty  about  spending  my  $10 
and  here  we  had  always  been  very  open  with  each  other,  we  never  had  any 
secrets  from  each  other,  here  I was  secretly  going  to  a psychiatrist  and 
talking  about  him  because  the  doctor  said  there  is  no  need  for  me  to  give  him 
any  help.  ' 

Tape  ended  here. , . 

Tell  those  people  you  don't  them,  so  I did.  I cancelled  the  trip. 

And  I never  went  back.  But  one  night  Kent  said  something  else,  he  was  kind 
of  angry,  and  I turned  to  him  and  I said,  "Hon,  you  have  Huntington's  Disease. 
I can't  help  it.  You  can't  help  it.  We  have  to  learn  to  live  with  it,  so  let's 
get  it  out  in  the  open  and  get  on  with  living.  " And  he  looked  at  me  and  he 
said,  "l  know  it.  " And  that  was  it.  All  of  the  little  fights,  all  of  the  little 
things  that  had  been  between  us  because  we  were  trying  to  keep  it  a secret, 
he  was  trying  to  keep  it  from  me  just  like  I was  trying  to  keep  it  from  him, 
and  so  from  then  on  things  really  did  begin  to  change  and  we  were  back  as  a 
united  husband  and  wife  team  that  we  had  always  been. 

This  went  on  for  a number  of  years.  The  doctors  then  did  give  him 
some  medication  which  did  help  him  from  getting  too  angry  and  he  did  very 
well  with  this.  A broadcast  engineer  for  the  radio  station  and  he  worked  with 
him  until  1965.  If  it  became  hard  for  him,  because  he  worked  about  15  miles 
from  home,  he  began  to  wonder  about  the  driving  and  sometimes  he  did  get 
into  a little  problem  with  the  driving,  but  he  finally  then  decided  that  maybe 
we  should  consider  him  giving  it  up.  We  knew  it  was  getting  harder  with  the 
technical  knowledge.  I went  with  him,  worked  with  him,  sometimes  he'd 
have  a little  trouble  getting  the  tubes  in.  I would  occasionally  go  out  and  stick 
a tube  in  for  him  to  help  him  in  the  job.  But  I knew  that  I couldn't  continue  to 
do  this--wife,  mother,  hold  down  a teaching  job  and  his  job  too.  So  he  finally 
had  to  quit. 

In  the  meantime,  then,  they  had  noticed  his  difficulties  at  the  job 
and  had  given  him  his  notice.  But  I'm  real  happy  to  say  that  they  weren't 
eager  to  get  rid  of  him  because  after  he  had  given  his  two  weeks  notice  they 
kept  him  on  a year  longer,  which  I thought  was  very  tremendous  and  so  we 
did  have  other  people  to  support  us--members  of  our  church.  We  loved  the 
church  very  much  and  it  had  always  been  the  center  of  our  life  and  we  did 
have  the  support  of  the  people  in  our  local  church.  In  addition  to  that,  the 
community  made  it  nice  for  us  because  they  used  to  get  out  and  walk  for 
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hours  all  over  town  after  he  got  so  he  had  to  quit  working.  The  people  would 
come  to  the  house  for  him  and  if  he  would  go  out  of  the  house  without  his  hat 
on  or  something,  the  people  would  call  up  and  tell  me. 

So  in  my  own  way,  I tried  to  educate  the  children  since  I lived  in 
tlie  community;  they  asked  me  what  was  wrong  with  him  and  I would  try  to  educate 
them.  So  I do  feel  that  education  is  very  important--educating  the  public. 

But  at  times  we  do  get  into  some  problems  when  he's  out  walking.  I remember 
one  time  when  some  boys  took  some  fishing  poles,  but  my  husband  wouldn't 
bother  with  them  because  he  said,  "if  I touched  anything  they  would  pick  me 
up,  take  me  to  town  and  throw  me  into  jail.  " But  someone  did  see  this  hap- 
pening and  they  had  blocked  the  roadway  and  someone  picked  my  husband 
up  and  brought  him  home. 

I suppose  you  can  tell  from  this  that  I could  just  go  on  and  on  and  on 
about  my  husband  and  about  Huntington's.  But  I will  skip  a few  years  and  tell 
you  about  when  we  had  to  start  dealing  with  nursing  homes.  My  husband  had 
been  after  me  to  take  him  into  the  V.A.  The  doctor  at  University  Hospital 
had  diagnosed  it  and  they  had  said  that  there  really  wasn't  anything  to  do. 

But  there  is  one  thing  that  I would  like  to  say  and  that  is  that  the  doctors  should 
be  fair  and  open  with  the  families  and  give  them  the  counseling  that  they  need, 
especially  helping  the  patient  get  the  help  that  they  need  such  as  neurological 
testing  or  whatever  when  they  start  to  get  worse. 

GUTHRIE:  I have  one  question  I wanted  to  ask.  How  long  was  he 
able  to  retain  his  job  from  the  time  he  began  to  show  the  signs'? 

(inaudible) 

VAUGHAN:  When  he  stopped  working  he  was  better  because  it  took 
the  pressure  off  and  he  was  at  home. 

WEXLER:  When  you  finally  told  him  he  had  Huntington's  Disease, 
he  said  he  knew  it.  Frequently  people  talk  about  whether  or  not  to  tell  a 
patient  this  or  telling  children  in  the  family  and  I think  ith  often  been  the 
experience  that  the  patient  knows  it  anyway  and  that  it  can  be  a big  relief 
for  the  children  to  know  there  is  some  medical  problem  why  the  parent  is 
behaving  strangely. 

VAUGHAN:  Well,  this  is  the  way  we  handled  it  in  our  family.  We 
did  tell  our  young  daughter,  "Daddy  is  ill.  " I think  the  sooner  the  better,  the 
sooner  the  families  start  talking  about  it,  the  better  off  they're  all  going  to  be. 
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WEXLER:  When  did  you  tell  your  daughter  of  her  risk? 

VAUGHAN:  Well,  I tell  you,  I handled  that  just  a little  bit  different 
because  I wanted  her  to  grow  up  without  the  dread  of  it.  I did  say  to  her, 
"Karen,  you  are  at  50%  risk  with  this  yourself  and  you  remember  that  you 
have  the  other  50%  of  mother  in  you  and  that  50%  may  even  out."  And  I always 
stressed  that  she  had  mother's  50%  chance. 

WEXLER:  By  the  way,  I think  you  have  cause  for  action  here  against 
the  doctor.  I'm  not  a lawyerbut  its  illegal  for  a doctor  to  hold  back  the  diag- 
nosis. 

TESTIMONY  OF 
PATRICIA  A.  LIVENS 
MILWAUKEE,  WISCONSIN 

LIVENS:  My  name  is  Pat  Livens.  I'm  from  Milwaukee  and  I am  an 
at-risk  H.D.  person. 

My  first  memories  of  my  grandfather,  who  was  in  his  seventies  at 
the  time,  were  of  his  staggering  down  the  stairway.  At  such  an  early  age,  I 
didn't  realize  how  different  my  grandfather's  behavior  was.  Nor  did  I dream 
of  the  ghastly  strain  he  was  passing  on  to  us.  He  was  the  first  of  nine  members 
of  my  family  to  be  afflicted  with  Huntington's  Disease. 

My  aunt  died  in  her  early  40's  in  the  mental  ward  of  the  county  home. 
Her  erratic  behavior  from  this  dread  disease  led  her  family  to  commit  her  to 
the  mental  ward  of  the  county  home.  She  had  three  young  children  at  the  time 
and  her  family  could  not  cope.  Her  children  tell  stories  of  her  chasing  them 
with  a butcher  knife,  of  spending  nights'  in  a theater  to  avoid  the  miserable  life 
at  home  with  a mother  who  was  thought  of  as  being  mean  and  very  temperamen- 
tal. She  received  no  proper  medical  attention  and  received  little  support  from 
her  family.  Since  no  nursing  homes  were  available  then,  she  spent  her  last 
days  in  the  mental  ward  of  the  county  home. 

Next  was  my  uncle  who  died  in  his  early  50's.  He  had  definite  H.D. 
sypaptoms,  but  died  in  a rather  mysterious  auto  accident.  After  the  accident, 

I remember  visiting  him  in  the  hospital  and  remember  that  he  had  no  will  to 
live.  He  also  had  been  handicapped  by  losing  a leg  in  a fire  during  his  teens. 
Who  can  imagine  an  H.D.  victim  reeling  around  on  a wooden  leg? 

My  mother's  first  cousins  were  the  next  victims,  stricken  in  their 
mid  40's.  One  spent  her  last  days  at  a home  and  the  other  cousin,  who  did 
not  have  a supportive  wife,  took  his  own  life  after  years  of  despair  and 
stumbling. 
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Next  were  my  cousins.  Both  cousins  developed  symptoms  in  their 
early  20's.  I can  remember  when  my  cousin,  who  had  been  living  with  us, 
was  lured  for  her  first  job.  She  was  so  slow  getting  ready  in  the  morning,  that 
slie  couldn't  always  make  it  to  work.  Memories  of  her  own  mother  dying  in 
the  mental  institution  must  have  been  a huge  psychological  load  to  carry. 

.'\fter  losing  a series  of  jobs  for  apparent  lack  of  interest,  she  spent  her  last 
(lays  in  her  hometown.  H.  D.  had  led  to  her  divorce  and  loss  of  her  child 
through  adoption.  She  was  dead  by  age  29. 

The  next  victim  in  my  family  was  a male  cousin.  He  also  developed 
symptoms  in  his  early  20's.  He  had  spent  time  in  the  Marines  and  was  given 
a medical  discharge.  After  he  left  service,  I remember  his  going  to  the  hills 
of  Mexico  to  try  to  escape  the  dread  of  his  disease.  He  was  dead  at  31. 

Next  was  my  mother.  She  developed  symptoms  in  her  early  50' s. 

Kor  a time  she  stayed  at  home  with  my  father  attempting  to  manage  with  her 
behavior  changes.  Our  whole  life  was  structured  by  her  demands  for  quiet 
and  solitude.  Our  oldest  friends  failed  to  visit  her  because  they  couldn't  bear 
the  sight.  The  doctor  recommended  that  she  be  put  in  a nursing  home.  We 
applied  at  several  homes,  but  were  told  there  was  no  opening  at  the  time  and 
they  would  put  her  name  on  a waiting  list.  Most  of  those  homes  never  contacted 
us  again  after  they  discovered  what  disease  she  had.  One  administrator  of  a 
nursing  home  even  asked  us  to  bring  her  to  the  home  so  that  they  could  talk 
with  her  before  admittance.  Needless  to  say,  we  never  heard  from  them  about 
an  opening. 

And  now  is  there  to  be  a 10th  member  of  my  family  to  be  afflicted 
with  this  dread  disease?  Is  there  no  end  to  this  strain?  Is  there  no  help  for 
us  for  the  future"  There  must  be  something  that  can  be  done  to  help  alleviate 
the  mental  anguish  we  have  endured.  My  brother,  who  is  40,  may  now  be 
developing  the  symptoms  that  we  have  come  to  dread:  the  shortness  of  temper, 
the  unreasonable  demands,  the  slurred  speech  and  the  twitching  eye. 

At  least  I have  made  sure  that  I do  not  pass  this  dread  disease  on  to 
members  of  my  family  because,  you  see,  we  have  no  children.  I ccxi  Id  not, 
in  good  conscience,  pass  such  a thing  to  my  children.  What  is  needed? 

Certainly  research  is  our  only  hope.  Could  we  be  close  to  a break- 
through? Both  genetic  and  psychiatric  counseling  should  be  made  available. 
Doctors  must  be  made  more  aware  of  the  needs  of  tie  H.  D.  patient  and  to  be 
more  sensitive  in  their  treatment.  Each  time  I have  had  a physical  examination, 
the  doctors  excuses  himself  and  comes  back  with  a textbook  recital  of  statistics 
that  do  not  always  fit  our  family  pattern  of  this  disease.  This  is  the  person  in 
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whom  I am  to  have  confidence  and  to  go  to  for  help.  Better  medical  facilities 
with  personnel  trained  to  care  for  H.  D.  patients  in  their  mental  and  physical 
deterioration  are  needed.  This  also  should  include  therapy  for  the  patients. 
Some  of  my  mother's  happiest  moments  during  her  illness  were  spent  in  the 
craft  room  of  a nursing  home.  What  a far  cry  from  lying  in  a bed  in  a hos- 
pital ward! 

GUTHRIE:  No  questions,  really,  other  than  to  say  thank  you  so 
much  for  coming,  and  may  I ask  your  age? 

LIVENS:  43. 

GUTPIRIE:  Wouldn't  it  be  wonderful  if  you  have  escaped,  and  that 
you  will  work  with  us  to  help  all  the  other  young  members? 

LIVENS:  You  can't  be  sure  though. 

GUTHRIE:  Well,  you  can't  be  sure  of  anything.  May  I just  remind 
you  how  fortunate  you  are  to  be  well  and  able  at  43  with  that  family  history, 
and  I hope  that  you  are  an  active  member  in  our  work  in  some  shape  or  form. 
Are  you? 


LIVENS:  Yes. 

GUTHRIE:  That's  what  counts.  We  call  you  the  lucky  ones  --the 
Escapees.  If  you're  lucky  enough,  its  great  to  have  you  come  here  and  testify 
and  speak  for  the  others  who  can't  come. 

WEXLER:  I'd  just  like  to  answer  her  two  questions  about  her 
family  history--hope  and  help.  I'd  say  yes  and  yes.  I just  want  to  add  one 
small  point  that's  been  bugging  me,  about  having  mother's  the  healthy  one 
and  Daddy's  the  sick  one.  Genetically,  that's  inaccurate  and  psychologically 
it!s  dangerous.  I used  to  feel  that  way  until  I once  sat  down  and  figured  out 
the  genetics.  Ith  really--my  mother  has  H.  D.  It^s  whether  I have  my  grand- 
mother or  grandfather's  genes  and  I think  just  psychologically  it  pits  the 
healthy  parent  against  the  sick  parent  and  that  can  cause  problems,  from  my 
own  experience.  I think  its  fine  to  emphasize  that  you  have  a 50%  chance. 

LIVENS:  (Inaudible) 

TESTIMONY  OF 
ARLENE  BARR,  M.D. 

ASSOCIATE  PROFESSOR  OF  NEUROLOGY 
UNIVERSITY  OF  ILLINOIS 


BARR:  My  name  is  Arlene  Barr  and  I'm  an  assistant  professor 
of  neurology  at  the  University  of  Illinois  and  my  special  interest  is  in 
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movement  disorders.  I've  done  some  work  in  Huntington's  Disease  and  I'm 
currently  involved  in  treating  patients  with  Huntington's  Chorea  and  research 
in  that  disease.  I was  struck  with  the  testimony  of  the  lady  who  just  finished 
because  one  of  the  things  that  we  find  to  be  most  pathetic  is  the  cry  of  those 
who  are  at  risk  who  do  not  know,  who  would  like  to  plan  their  lives  and  this 
is  one  of  the  areas  that  we  are  interested  in  and  we're  trying  to  do  some  pre- 
dictive studies  into  who  might  be  the  one  at  risk  and  who  might  be  sick. 

I'm  going  to  really  curtail  my  remarks  because  I would  prefer  to 
answer  some  questions  rather  than  go  on. 

GUTHRIE:  Of  course  you  know  the  great  problem  all  of  us  are  fac- 
ing from  an  ethical  point  of  view  is  if  and  when  we  do  develop  H.D. 

(Inaudible).  . . Have  you  any  thoughts  on  this? 

BARR:  Yes.  We  have  run  into  this  already  although  the  sorts  of 
things  that  we  are  doing  are  long-term  and  I think,  first  of  all,  we  can  leave 
it  up  to  the  patient  all  along  the  way,  to  not  return  for  follow-up  testing  which 
our  procedures  involve,  or  to  have  us  withhold  from  him  the  information. 

And  I certainly  do  see  the  problem  because  we  don't  have  anything  special  to 
offer  except  perhaps  some  relief  for  those  who  are  free  of  the  disease.  This 
is  our  big  problem. 

GUTHRIE:  We  haven't  resolved  it  and  so  you  haven't  either? 

BARR:  No  we  haven't.  I am  aware  of  it  and  am  just  playing  it  by 

ear. 


SCHACHT:  Do  you  see  that  there  is  any  difference  between  the  role 
of  the  physician  or  neurologist  in  dealing  with  the.  . .this  untreatable  disease 
which  traditionally  is  not  the  role  of  the  physician,  as  compared  to  that  cf 
the  physician/ psychiatrist ? I guess  my  question  is,  it  had  been  brought  up 
in  earlier  testimony  that  a physician  traditionally  treats  a disease  and  cures 
it  and  that's  the  end  of  it.  But  when  itfe  a disease  like  this,  the  role  of  the 
neurologist.  . . 

BARR:  You  know  the  real  meaning  of  a doctor  is  teacher  and  we 
have  to  educate  our  patients,  we  have  to  guide  them  through  their  illnesses. 
There  are  things  in  this  world  you  can't  cure,  you  can't  make  go  away,  but 
we  can't  abandon  our  patients  either.  I don't  really  see  that  there  are  two 
kinds  of  people.  You  are  taking  care  of  someone  who  is  sick,  who  needs  some 
help.  You  may  not  be  able  to  help  that  person  but  there's  also  the  family,  and 
I guess  this  is  my  rule  as  a physician. 
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GUTHRIE:  Your  concern  then  is  not  just  for  the  patient  but  the  im- 
plications of  the  whole.  You  were  not  here  earlier,  but  again  I repeat--and  I 
want  to  stress--we' ve  spent  a great  deal  of  time  speaking  about  the  need  for 
services  to  the  entire  family  over  a long  period  of  time. 

BARR:  You  betl 

GUTHRIE:  Starting  from  the  day  you  notice  some  of  these  disorders. 

BARR:  The  family  suffers  immeasurably  before  the  diagnosis  is 
made  and  after  the  diagnosis  is  made  in  all  ways.  Itfs  a total  kind  of  family 
situation  and  one  just  has  to  deal  with  it. 

GUTHRIE:  In  all  of  the  similar  disorders  too,  not  just  Huntington's? 

BARR:  Absolutely. 

GUTHRIE:  We  need  more  doctors  like  you  who  know  the  rights  of 

people. 

WEXLER:  Can  you  describe  the  studies  you  are  doing? 

BARR:  We're  doing  some  work  with  the  new  computer  tomogram 
and  trying  to  look  for  the  changes  that  are  part  of  the  Huntington's  Chorea 
picture  and  then  we  will  be  doing  some  follow-up  studies  a month  or  two  later 
to  see  whether  the  risk  patients  sort  out  in  the  changes  that  they  have  as 
opposed  to  those  of  a group  that  are  normal,  you  see.  This  is  a long-term 
study  and  I don't  know  when  we'll  see  results.  But  it!s  a non-invasive,  non- 
. . . there  are  no  risks  from  it  except  the  risk  of  finding  out  what's  going  on. 

WEXLER:  There  are  sufficiently  developed  norms  for  the  scan? 

BARR:  Well,  that's  part  of  the  problem.  That's  part  of  the  whole 
ball  of  wax. 

WEXLER:  In  your  estimation  or  in  questioning  the  families,  do 
you  have  any  approximate  figure  of  how  many  at-risk  people  want  to  know? 

BARR:  Let  me  put  it  to  you  this  way.  When  the  answer  is  not 
staring  you  in  the  face,  one  says  one  thing,  but  when  faced  with  the  answer  one 
might  say  something  else.  However,  we  would  offer  the  patient  the  opportunity 
not  to  find  out.  When  this  is  explained,  many  patients  will  say,  "Well,  I'll  go 
ahead  as  long  as  you  don't  tell  me.  I don't  want  to  know.  " Then  the  informa- 
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tion  can  be  used  in  a general  way  if  the  person  desires  not  to  have  it  specifically 
presented.  Of  course,  I can't  promise  you  that  our  studies  are  going  to  make 
any  difference.  I don't  know. 

WEXLER:  If  a person  comes  in  for  the  first  time,  do  you  give  him 
an  answer  at  that  time? 

BARR:  I tell  him  I can't  because  in  truth  I can't,  I can't  give  any 
answers  and  the  answers  may  not  come  for  a number  of  years.  But  I'm  saying 
at  the  end  of  the  road  when  the  answer  is  there,  the  option  is  there  and  of  course 
most  people  are  willing  to  help  in  a general  fashion  and  if  they  feel  like  they 
want  to  opt  out  from  their  own  specific  answer,  that's  fine. 

WEXLER:  Would  you  have  a rough  estimate  now  when  we  don't  have 
a test  how  many  would  want  to  know? 

BARR:  Many,  many,  many,  many.  I would  say  7 5%  would  want  to 

know. 


GUTHRIE:  I think  that's  interesting.  You  are  aware  of  the  fact 
that  several  years  ago,  80%  of  the  people  that  were  studied  did  not  want  to 
know,  and  1 would  hope  that  this  is  growth  in  education  that's  been  brought 
about  at  this  time. 

BARR:  But  this  is  my  group  of  patients  and  my  group  of  patients 
is  to  some  degree  selected,  because  they  understand  that  this  is  a research 
situation  and  so  they  may  have  selected  themselves  right  away  before  they 
came  into  it. 

GUTHRIE:  The  numbers  are  changing  with  education. 

SCHACHT:  May  I ask  you  a question?  Its  really  a hypothetical 
question.  Do  you  see  any  possibility  of  pre-natal  determination? 

BARR:  Not  in  the  work  that  we're  doing.  Of  course,  that  would 
be  a biochemical  and  tissue  culture  kind  of  thing,  and  I don't  know  any  really 
predictive  biochemical  changes  yet. 

SCHACHT:  What  kinds  of  problems  do  you  see  with  that  kind  of 
testing--morally,  socially?  No,  I'll  just  make  that  a statement. 
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TESTIMONY  OF 
DAVID  C.  GARRON,  PH.  D. 

PROFESSOR  OF  PSYCHOLOGY 
RUSH-PRESBYTERIAN-ST.  LUKE'S  MEDICAL  CENTER 

GARRON:  I am  David  Garron.  I am  a Professor  of  Psychology 
at  Rush-Presbyterian-St.  Luke's  Hospital.  I am  honored  and  pleased  to  be 
allowed  to  speak  to  you  myself,  and  then  I am  going  to  read  the  testimony 
of  Barry  T.  McNamara  who  is  a lawyer,  who  prepared  his  tes‘;iinony  on 
request  and  unfortunately  he  is  in  London  today  and  he  asked  me  to  read  his 
testimony  for  him. 

I trust  that  others  have  already  spoken  to  you  about  the  grave, 
personal  unhappiness  caused  by  the  disease,  of  our  ignorance  of  its  cause 
and  its  cure,  and  of  our  need  for  the  encouragement  and  support  of  a wide 
variety  of  scientific  research  into  its  causes  and  cures.  I wish  to  speak  to 
you  instead  of  some  of  the  more  subtle  human  effects  of  this  insidious  disease, 
of  some  of  the  difficulties  in  diagnosing,  treating,  and  studying  this  disease 
which  result,  and  of  some  ways  in  which  these  difficulties  may  be  eased. 

Because  our  concern  with  Huntington's  Disease  is  evoked  by  the 
grave  human  unhappiness  it  causes,  I would  like  to  tell  you  about  the  events 
which  give  rise  to  my  testimony.  Huntington's  Disease  became  known  to  me 
because  I was  asked  by  a colleague,  a neurologist,  to  help  some  of  his  patients. 
These  patients  needed  various  kinds  of  help.  Some  were  already  affected,  and 
they  and  their  families  needed  to  know  whether  their  minds  were  compromised 
yet,  or  whether  their  intelligence  and  sanity  were  such  that  they  could  continue 
to  live  as  they  had.  Others  were  at  risk,  and  hoped  to  relieve  their  uncertainty, 
for  better  or  for  worse,  by  finding  our  whether  their  minds  were  affected  yet. 

I found  that  most  of  these  people  faced  death  and  disease  as  courageously,  for 
the  most  part,  as  all  of  us  face  the  fact  of  our  mortality,  but  the  peculiar 
natural  history  of  the  disease,  the  fact  that  it  is  both  inherited  and  manifests 
primarily  in  middle  life,  meant  that  they  were  faced  with  situations  Avhich  were 
at  once  both  complex  and  individual.  They  were  faced  with  qiestions  which  are 
in  some  ways  more  important  than  "Will  1 live  or  die,  and  how,  and  when?" 
They  are  faced  with  such  questions  as  "Can  I,  or  should  1,  make  the  personal 
commitments  to  others  involved  in  marriage  and  parenthood?  What  kind  of  a 
child  can  1 be  to  my  parents,  what  kind  of  spouse,  what  kind  of  parent  can  and 
would  1 be  myself,  if  at  all?"  In  short,  those  at  risk,  and  those  who  are 
married  to  or  involved  with  those  at  risk,  are  faced  in  the  most  immediate 
ways  with  the  most  profound  of  existential  questions. 

More  recently,  1 have  tried  to  help  in  these  matters  by  asking  those 
who  are  concerned  with  the  disease  how  they  do  make  their  decisions.  The 
Midwest  Chapter  of  the  Committee  to  Combat  Huntington's  Disease  has  en- 
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couraged  this,  and  as  a result,  I have  been  flooded  with  telephone  calls  and 
letters  from  places  as  remote  from  here  as  Florida  and  Alaska-- much  to  my 
surprise.  There  is  a recurrent  theme  in  all  of  these  calls  and  letters, 
echoing  what  I have  been  told  by  the  patients  and  their  families  whom  I see. 

Many  of  these  people  say  that  they  did  not  know  they  were  at  risk  until  after 
these  most  serious  and  long-lasting  decisions  about  their  own  lives,  and  the 
lives  of  others,  had  been  made  already.  The  existence  of  the  disease  in  their 
family  was  not  made  known  to  them,  or  the  nature  of  the  disease  was  not  made 
known  to  the  family,  or  the  manifestations  had  been  misinterpreted  as  one  of 
any  number  of  other  conditions  with  other  implications,  or,  finally,  even  when 
the  disease  was  accurately  diagnosed  and  described,  there  were  few  ways  to 
get  help  with  the  range  of  human  problems  and  decisions  I have  just  described. 

I rarely  heard,  "What  shall  I do  about  my  disease?"  Instead,  I heard,  "I 
should  have  been  told  earlier"  and  "What  shall  I do  about  my  life?"  I heard 
questions  about,  "How  shall  I live  the  life  that  remains  to  me?" 

I do  not  wish  to  belabor  the  point  I am  making  any  longer.  In 
summary,  there  are  human  problems  and  human  decisions  which  exist  while 
we  search  for  the  cause  and  cure,  which  will  continue  to  exist  after  we  dis- 
cover the  cause,  and  which  may  be  relevant  to  other  conditions  should  we  be 
so  fortunate  as  to  discover  a cure.  We  need  to  be  encouraged  and  supported 
in  dealing  with  the  human  situation  as  well  as  with  the  scientific  and  medical 
situation.  I would  like  to  suggest  that  we  develop  means  of  identifying  those 
at  risk,  of  informing  them  in  the  most  humane  ways  of  their  situation,  of 
delineating  the  personal,  social  and  legal  as  well  as  the  physical  complications, 
and  of  helping  our  afflicted  kindred  to  deal  with  these  complications.  We  need 
to  move  beyond  our  ignorance  of  the  human  complications  and  the  fragmentation 
of  our  attempts  to  help.  I would  suggest  that  the  establishment  of  relatively 
comprehensive  centers,  which  will  be  active  in  the  pursuit  of  these  goals, 
rather  than  simply  accepting  of  those  who  come  to  its  doors,  may  be  one 
way  to  do  this. 

GUTHRIE:  What  you're  saying.  Dr.  Garron,  I think  is  essentially 
what  all  of  us  feel.  It  does  have  to  be  approached.  We  have  to  make  suggestions 
to  Congress  how  we  can  do  this.  Have  you  any  thoughts  on  what  else  we  can 
say  to  Congress  about  how  we  can  set  up  these  kinds  of  centers? 

GARRON:  I think  perhaps  the  best  way.  . . there  are  two  ways  I 
would  suggest.  One  of  them  is  simply  political,  of  everyone  here  today  inform- 
ing the  constituency  and  making  that  constituency  known  to  people  who  have 
control  of  N.  I.  H.  and  other  places  like  that.  The  second  is  to  present  to  those 
people  actual  models,  concrete  models  of  what  we  are  talking  about  and  I think 
that  once  it  is  known  that  there  is  a constituency  and  once  it  is  known  that  the 
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political  arm  is  responsive  to  that  constituency,  a number  of  different  models 
will  be  proposed.  A number  of  concrete  plans  would  be.  . . 

GUTHRIE:  It  would  be  like  a pilot  project? 

GARRON:  Yes. 

GUTHRIE:  And  you  would  evaluate  it  after  a proper  period  of  time 
to  see  if  it  would  do  the  job? 

GARRON:  Yes.  I would  think  that  any  pilot  project,  any  model 
proposed,  would  have  built  into  it  an  evaluation  procedure  on  a number  of 
bases. 


GUTHRIE:  Do  you  think  the  medical  people  would  go  along  with  that? 
I'm  interested  in  that. 

GARRON:  I would  not  say  I'm  a mxedical  person,  but  I know  at  least 
one  who  would. 

GUTHRIE:  Well,  I'll  go  over  to  him  and  ask  him  the  same  question 
because  I think  it's  important  that  we  get  a consensus  of  what  a variety  of 
medically  responsible  would  feel  about  such  a center. 

KLAWANS:  i think  in  the  broadest  sense  that  a center  to  study  either 
a specific  disease,  or  sets  of  diseases,  is  certainly  one  approach  and  one 
model,  one  type  of  center  in  which  services  for  medical,  legal,  social,  psy- 
chiatric, sociologic,  whatever  others  one  would  feel  would  be  appropriate, 
could  be  housed  and  organized  is  clearly  one  such  model.  From  my  own  per- 
spective, I feel  that  it  would  probably  be  best  to  have  such  a center  related 
to  neurologic  disorders--not  all  of  neurology  but  a number  of  related  disorders 
because  you  can  give  overlapping  service  to  a larger  number  of  individuals 
even  with  a number  of  patients  with  Huntington's,  there  are  few  areas  that 
could  really  support  those  numbers  of  people  with  that  number  of  services  to 
always  be  available  just  for  Huntington's  or  even  to  attract  them- -such  limited 
opportunities.  That,  to  me,  would  certainly  be  one  model.  The  attractiveness 
of  that  is,  I think,  that  people  with  a variety  of  neurological  diseases,  share 
things  in  common  with  people  with  other  diseases  not  involving  the  central 
nervous  system  that  people  with  other  neurological  diseases  do  not  share  in 
common.  Another  approach  equally  valid  and  attractive  to  me  would  be  a 
center  based  on  hereditary  diseases.  Obviously  hereditary  neurological 
diseases  would  all  share  a number  of  things.  They  all  have  the  disadvantage 
that  the  population  density  of  any  hereditary  neurologic  disease  in  any  one 


3-106 


C’hica^'o.  Illinois 


October  20,  1976 


place  is  r-elatively  limited.  What  someone  could  equally  say,  have  a center 
Uiat  is  primarily  on  hereditary  disorders  because  they  do  share  some  things 
in  i*ommon  and  on  the  other  hand,  there  are  hereditary  disorders  of  the  blood 
system,  the  liver,  or  what  have  you--its  hosts  of  problems  are  really  very, 
very  different  types  of  things.  The  whole  spectrum  of  things  that  we  must 
of  necessity  become  involved  with  in  handling  the  entire  patient, 

GUTHRIE:  May  I be  the  devil's  advocate  for  a moment?  I know  for 
a fact  that  N.  I.  H.  , if  it  were  approached,  would  service  it,  but  would  say  this 
is  not  our-  mandate.  The  mandate  of  N.  I.  H.  is  essentially  research  and  yet 
we're  talking  about  a center  that  would  do  research  and  services.  So  I've  got 
to  come  up  with  another  answer. 

KLAWANS:  I think  in  general  that's  true.  That  it  would  be  very  hard 
to  build  a center  with  federal  funding  money.  . . 

GUTHRIE:  Funny  money. 

KLAWANS:  It  certainly  is  and  its  getting  funnier  all  the  time.  . . not 
quite  as  bad  as  London.  On  federal  funds  in  which  your  primary  stated  goal 
is  that  of  services--!  do  not  think  it  would  be  difficult  to  build  into  federal 
funds  and, after  all,  since  we  don't  have  any  answers  to  these  questions  as  to 
what  we  should  do --certainly  research  into  how  to  give  better  psychiatric 
care.. .1  mean  those  are  all  valid  forms  of  research,  and  it  is  equally  valid  to 
carry  out  a whole  host  of  research  studies  on  a population  to  whom  one 
offers  services  in  relation  to  attracting  patients  for  research,  so  I think  that 
getting.  . . I think  if  you  went  to  N.  I.  H.  today  saying,  "l  have  a program  for 
a center  that  I just  want  to  offer  services"  you  may  have  difficulty.  I do 
thinK,  however,  that  if  someone  has  a primary  interest  in  developing  services 
in  a center  that  is  getting  funding  enough  to  get  started,  I don't  think  that  the 
fact  that  you're  offering  those  services  would  make  it  less  attractive. 

GARRON:.  I think  it  would  not  be  unfair  to  categorize  Harold's 
remarks  as  saying  "bootleg"  services,  if  one  is  humane  in  the  research  that 
one  does  and  for  a long  time  I've  been  studying  a group  of  people  with  another 
congenital  disorder  and  nothing  but  straight  research  money  on  it,  and  yet  we 
perhaps  have  spent  more  time  in  the  last  ten  to  twelve  years  in  service  for 
these  patients,  although  we  are  set  up  purely  to  do  research.  I could  not 
imagine  someone  with  a genuine  sense  of  the  subject's  needs,  of  viewing  them 
as  subjects- -not  as  people  and  not  involving  them  as  comprehensively  as 
possible  in  service.  Unfortunately,  in  some  ways  that  becomes  difficult  for 
then  one  has  to  bootleg  those  services.  One  has  to  get  to  know  lawyers,  social 
service  agencies  and  to  be  able  to  call  them  and  use  one's  name  as  leverage 
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and  that  takes  a lot  of  time  and  a lot  of  energy.  I think  there  is  another  way 
to  go  about  it  other  than  bootlegging,  and  that  is  simply  by  regarding  any  such 
center  as  a mosaic  in  its  funding  as  well  as  in  its  work.  I think  that  there  are 
other  agencies  than  N.  I.  H.  I think  it  unfortunate  that  we  only  think  of  approach- 
ing one  agency  at  a time.  I would  wonder,  for  instance,  how  Washington, 
generally  speaking,  would  respond  if  people  such  as  Dr.  Klawans  and  myself 
came  in  and  approached  N.  I.  H.  and  the  Federal  Vocational  Rehabilitation 
Service  at  the  same  time,  requesting  matching  grants--one  for  the  service 
arm  and  one  for  the  research  arm --with  a demonstrative  plan  for  case  finding 
that  would  show  the  way  in  which  the  cases  that  we  found  to  offer  the  services 
whether  or  not  they  were  available  for  the  research  but  a considerable  number 
of  them  would  be,  at  the  same  time,  available  for  research  and  treatment. 

I would  wonder  how,  then,  everyone  would  respond  if  at  the  same  time  we  went 
through  those  two  agencies  in  Washington  we  went  to  the  state  welfare 
agency,  and  asked  them  for  matching  funds  for  a local  arm.  I think  one  could 
point  out  that  we  would  save  all  three  of  those  agencies --research  funding 
agency  in  Washington,  the  rehabilitation  and  welfare  agencies  in  Washington, 
the  local  welfare  agencies  —a  considerable  amount  of  money  that  gets  spent 
simply  in  the  referral  process  if  everything  was  under  one  roof  and  under 
some  integrated  kind  of  management  and  administration.  That’s  the  kind  of 
notion  I would  have.  I think  it  works  better  because  we  would  not  be  in  the 
situation  where  a patient  is  referred  or  a family  is  referred  from  a neurolo- 
gist to  a psychologist  and  the  psychologist  knows  nothing  about  Huntington's 
Disease  and  has  to  spend  six  months  reading  up  on  it.  It  would  not  be  the 
case  where  both  of  us  have  to  find  a lawyer  and  educate  him  to  the  special 
issues  where  a lawyer  has  to  say,  "Yes,  but  we  can't  find  a social  service 
agency  that's  ever  dealt  with  this  problem."  All  of  the  people  would  be  there 
for  each  other  and  knowledgeable.  And  that  would  be  my  notion  of  a way  to 
go  about  it. 

GUTHRIE:  I'm  feeling  that  the  last  proposal  would  be  one  that  might 
be  more  acceptable  because  I've  heard  the  discussions  at  N.  I.  H.  and  they  do 
not  want  to  get  involved  where  services  are  given.  As  mentioned  before  earlier 
today  I think  that  services  are  important  and  for  Congress  to  learn  and  for  our 
people  to  learn  that  there  is  a need  for  so-called  research  in  services  with 
this  kind  of  pilot  program.  If  this  doesn't  work,  we'll  try  something  else-- 
this  is  research.  And  you're  going  to  back  me  up  on  that,  aren't  you? 

GARRON:  Absolutely. 

SCHACHT:  Dr.  Garron,  in  your  testimony  you  mentioned  a cure. 

As  a geneticist,  are  you  interested  in  changing  the  basic  gene  structure  in 
that  cure,  or  are  you  talking  about  treatment? 
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GARKON:  I'm  not  a geneticist.  I'm  a psychologist  who  happens  to 
have  done  some  research  in  behavior  genetics.  I simply  have  no  notion  about 
a cure.  I think  my  general  pessimism  about  those  things  is  based  upon  my 
experience  with  another  condition.  I have  been  dealing  in  research  about 
schizophrenia  for  as  long  as  I have  been  able  to  read  and  I simply  do  not  see 
any  of  the  problems  of  the  last  twenty  years  recognizably  closer  to  solution. 

GUTHRIE:  (Inaudible).  . .And  you,  yourself,  said,  if  you  didn't  get 
it  until  you  were  eighty,  it  wouldn't  be  so  terrible. 

WEXLER:  Considering  the  fact  that  schizophrenia  has  a large  gene- 
tic component,  if  we  were  to  understand  the  reality  of  Huntington's  Disease  better, 
we  might  be  able  to  gain  some  knowledge  of  schizophrenia.  I would  like  to  thank 
Urs.  Garron  and  Klawans  for  writing  the  Commission  a report.  I think  what 
would  be  especially  helpful  is  many  people  have  suggested  various  ways  that 
these  kinds  of  centers  would  be  especially  important  and  helpful  and  that  again, 
as  you  say,  one  of  the  problems  of  bootlegging  services  is  that  it's  hard  enough 
to  bootleg  the  services,  for  instance,  v^^hen  you  became  a one-person  crisis 
phone  and  had  people  calling  you  from  Alaska.  I think  itfe  a good  indication  of 
people's  needs  to  cornmunicate--that  somehow  that  service  should  be  regularized. 
A crisis  phone  or  a walk-in  center,  but  you  certainly  can't  bootleg  evaluation 
services,  and  I think  we  don't  know  very  much  about  proper  sort  of  delivery. 

What  we  need  to  do  as  a Commission  and  maybe  you  can  provide  us  some  help, 
is  exactly  what  you  were  doing  before,  which  is  to  define  the  population  that 
will  be  served  by  such  a center  because  we  could  conceivably  hook  up  with 
neurological  diseases,  genetic  diseases,  psychiatric  diseases,  etc.  What  we 
need  to  do  is  to  find  a reasonble  number  of  what  kinds  of  services.  . . 

( Tape  ended) 

. . . paid  for  in  order  to  make  such  services  viable.  Do  you  want  lawyers 
in-house  or  do  you  want  this  to  be  a kind  of  university  without  walls?  On  the 
subject  about  walls,  do  you  want  an  out-patient  program?  I'm  asking  you 
these  questions  because  you've  already  given  us  a tremendous  amount  of 
specifics,  you've  thought  about  it  for  a long  time  and  you've  been  dealing  with 
the  problems  for  a long  time,  so  that  any  more  specifics  in  dollars  and  cents 
would  be  very  helpful  to  us  because  that  is  the  kind  of  information  that  we  need. 

You  don't  have  to  give  it  today.  Tomorrow.  . . (laughter). 

SCHACHT:  In  the  interest  of  time.  I'll  ask  that  you  submit  it  in 
writing.  Dr.  Garron,  would  you  like  to  read  the  testimony  of  Mr.  McNamara': 
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TESTIMONY  OF 
BARRY  T.  McNAMARA,  ESQ. 

CHICAGO,  ILLINOIS 

(Read  by  Dr.  Garron) 

This  is  the  testimony  of  Barry  T.  McNamara,  attorney  in  the 
firm  of  O'Brien,  Carey,  McNamara  & Scheimeman,  Ltd.  , Attorneys  at 
Law,  39  S.  LaSalle  St.  , Chicago,  Illinois. 

Ladies  and  Gentlemen  of  the  Commission,  I am  honored  to  have  the 
opportunity  to  address  you  on  the  subject  of  some  of  the  peculiar  legal  pro- 
blems which  may  be  incident  to  the  presence  or  risk  of  Huntington's  Disease. 

I must  initially  disclaim  any  ownership  of,  or  lease  upon,  a crystal 
ball.  Before  considering  any  list  of  specific  legal  problems  which  might  be 
ehcountered  by  a person  who  has,  or  is  at  risk  of  having,  Huntington's  Disease, 
we  must  all  understand  that  such  a poorly-understood  condition  may  give  rise 
to  issues  which  are  not  enumerated  here,  and  must  therefore  be  the  subject 
of  speculation. 

Consistent  with  the  uncertainties  of  the  subject  matter,  my  purpose 
here  today  is  not  to  answer  any  of  the  inherent  quandries.  Rather,  I will 
attempt  to  outline  some  of  them,  in  the  hope  that  facilities  will  be  made  avail- 
able for  the  further  study  of  these  interrelated  medico-legal  problems,  and  for 
the  continuing  counseling  and  assistai  ce  of  persons  who  must  subjectively 
address  such  problems  in  their  daily  lives. 

In  no  way  do  I believe  this  outline  to  be  complete.  I am  confident 
that  there  are  legal  and  social  problems  the  existence  of  which  we  have  not 
yet  considered.  It  would  be  presumptuous  to  assume  otherwise. 

Because  of  the  late  onset  of  the  disease,  traditional  notions  of 
individual  social  planning  are  upset.  Decisions  must  be  put  off,  until  at 
a later  time  of  life.  This  gives  rise  to  both  legal  and  social  difficulties. 

I will  briefly  enumerate  specific  legal  problems  which,  although 
generally  present  in  the  population,  are  exacerbated  by  the  risk  or  presence 
of  Huntington's  Disease. 

1 . Estate  Planning: 

a.  May  a person  at  risk  of  Huntington's  Disease  be  named  as 
an  Executor,  Trustee,  or  Guardian? 
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b.  Should  "generation  stripping"  trusts  be  employed  to  pass 
assets  to  yet  unborn  persons,  thus  preserving  corpus,  but  not  income  for 
future  use? 

c.  Because  of  late  onset  and  expenses  attendant  to  the  disease, 
should  gifts  be  made  of  substantial  assets  to  persons  who  have  the  disease  to 
meet  such  expenses?  If  so,  what  about  siblings  who  are  at  risk?  In  light  of 
the  1976  Tax  Reform  Act,  such  would  be  includable  in  the  gross  estate  of  the 
donor  for  new  estate  tax  payments,  unless  made  prior  to  January  1,  1977. 

2.  Adoption: 

In  light  of  the  dominant  genbtic  status  of  Huntington's  Disease, 
and  the  50%  incidence  in  natural  children,  many  persons  at  risk  consider 
adoption  as  a solution  to  the  quandry  of  biological  continuation. 

The  consequences  of  such  a course,  however,  arise  when  in 
an  adoption  proceeding,  the  adopting  parent  may  be  required  to  give  assurances 
of  his  or  her  long-term  ability  to  care  for  the  adopted  child.  Can  a person  at 
risk  of  Huntington's  Disease  give  such  assurance  under  oath?  If  not,  what 
available  alternative  exists  for  the  person  at  risk  who  desires  to  have  a 
family  ? 

3.  Divorce  or  Annulment: 

In  some  jurisdictions  insanity  can  be  the  basis  for  an  action  for 
divorce.  May  a person  suffering  from  Huntington's  Disease  be  divorced  by  a 
spouse  who  knew  that  person  to  be  at  risk  at  the  time  of  marriage,  after  the 
onset  of  the  later  stages  of  the  disease? 

If  a person  who  is  at  risk  fails  to  apprise  a spouse  of  his  or  her 
status  at  risk  before  marriage,  may  such  a marriage  subsequently  be  annulled 
for  fraud  in  the  inducement  of  the  marriage  for  the  failure  to  disclose  that 
fact? 


4.  Insurance: 


a.  Disability  Insurance:  Must  a person  at  risk  disclose  his  or 
her  status  when  applying  for  such  insurance,  and  if  not  is  the  insurance  void 
for  a failure  to  disclose? 

b.  Would  the  same  be  true  for  life  insurance,  automobile 
insurance,  or  medical  insurance  if  disclosure  of  risk  status  was  not  made? 
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c.  Is  there  a method  of  insurance  available,  or  administrative 
relief  through  state  insurance  commissions,  to  provide  a special  risk  pool 
for  various  kinds  of  insurance  for  persons  who  have  or  are  at  risk  of  having 
Huntington's  Disease? 

5.  Commitment  Proceedings: 


Many  jurisdictions,  including  Illinois,  have  detailed  statutory 
schemes  for  the  commitment  of  insane  or  retarded  persons  to  the  custody  of 
departments  of  mental  health.  Many,  like  Illinois,  have  adversary  proceed- 
ings in  which  the  person  whose  commitment  is  sought  may  vigorously  oppose 
such  an  order. 

Illinois  requires  proof  of  overt  acts  of  self  destruction  or  homi- 
cide before  commitment.  Should  the  same  rules  apply  to  those  who  suffer  from 
Huntington's  Disease*: 

What,  then,  of  the  constitutional  dilemmas  inherent  in  such  a 
cause  of  treatment  and  compulsion? 

6.  Welfare  and  Medicaid: 

Are  state  social  welfare  and  medicaid  payment  mechanisms  suf- 
ficient to  deal  with  a condition  like  Huntington's  Disease? 

Are  new  means  or  methods  required  to  provide  treatment  and 
payment  to  such  persons? 

What  of  the  liens,  which  most  states  require,  against  the  assets 
of  persons  who  receive  state  support  for  welfare  and  medicaid  payments? 

There^is  no  problem  where  no  assets  exist,  but  where  such 
assets  do  exist  and  are  required  for  the  future  support  and  maintenance  of 
families,  should  those  assets  be  paid  to  the  state? 

CONCLUSION 

This  brief  recitation  of  legal  quandries  is  not  presented  as  any 
answer.  It  is  merely  presented  to  raise  questions  which  require  answers. 

The  study,  thought  and  social  planning  required  to  thoroughly  analyze  these 
and  other  legal  problems  attendant  to  Huntington's  Disease  is  substantial. 
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1 respectfully  request  the  commission  in  its  recommendations  to 
the  Congress  to  consider  the  mechanism  of  a systematic  study  of  these  and 
other  socio- legal  problems  in  any  program  for  the  counseling  and  support  of 
sufferers  of  Huntington's  Disease. 

Thank  you  for  the  opportunity  to  testify. 

Barry  T.  McNamara 

GAHRON:  I am  afraid  I will  be  able  to  answer  none  of  the  legal 
(juestions  posed  here. 

GUTHRIE:  There  are  some  very  important  questions. 

TESTIMONY  OF 
HAROLD  L.  KLAWANS.  M.  D. 

DIRECTOR 

DIVISION  OF  NEUROLOGY 
MICHAEL  REESE  MEDICAL  CENTER 

KLAWANS:  I am  Director  of  the  Division  of  Neurology  at  Michael 
Reese  Medical  Center  in  Chicago,  Illinois  and  professor  of  neurology  at  the 
University  of  Chicago  School  of  Medicine.  I'm  a neurologist  whose  had  a 
special  interest  in  movement  disorders  and  has  carried  out  research  in  these 
including  Huntington's  Chorea  for  nine  years. 

I would  like  to  first  open  by  answering  a remark  that  was  made  pre- 
viously. It  was  an  assumption  that  I think  is  patently  incorrect.  That  is, 
that  physicians  do  not  traditionally  deal  with  treating  the  disease.  Treatable 
purposes.  In  medical  school,  other  than  surgical  diseases  and  a few  other 
things,  treatable,  curable  diseases  were  essentially  nonexistent.  Today  we 
cure  infectious  diseases  medically  and  we  treat  other  diseases.  I'm  not  sure 
the  physician  in  relation  to  Huntington's  is  much  different  than  with  any  of  the 
other  major  diseases  we  deal  with  in  this  country  except  the  publicity  is 
worse.  There  is  no  evidence  whatsoever  that  treatment  of  diabetes  changes 
anything.  It  does  not  change  life  expectancy,  it  does  not  change  any  of  the 
complications  of  diabetes  with  the  possible  exception  of  cataracts.  So  I 
refute  that.  I do  not  think  that  that  is  the  working  basis  and  I think  that  one 
of  the  things  that  is  really  a misunderstood  basis  in  this  country- -which  un- 
fortunately it  is- -and  perhaps  physicians  could  deal  with  that  too.  Our  job 
is  not  to  do  any  harm,  I always  thought. 

SCHACHT:  It  came  as  a surprise  to  me. 

KLAWANS:  Well,  let's  put  it  this  way.  Our  job  is  to  do  as  little 
harm  as  possible.  Do  you  agree  with  that?  I'd  originally  thought  that  what 
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I might  do  is  briefly  outline  my  concepts  of  what  we  might  do  in  research  or 
what  avenues  of  research  are  open.  I'm  not  really  sure  that  that's  proper 
for  this  open  forum.  Its  a very  highly  prejudicial  view  being  a neurologist. 

I can  briefly  go  through  that. 

The  problems  as  I view  them  for  research  in  basic  aspects  of 
Huntington's  have  essentially  three  phases.  How  does  the  dominant  genetic 
abnormality,  how  does  this  dominant  defect,  result  in  dysfunction  of  cells 
of  the  brain?  That  being  the  first  step,  the  needs  in  relation  to  answering 
that  question  are  unbelievably  broad.  I do  not  understand  how  any  dominant 
gene  works.  We  know  a heck  of  a lot  more  about  how  recessive  genes  work, 
how  we  go  from  recessive  genes  to  metabolic  dysfunction  to  cellular  dys- 
function, etc.  Predominant  genes  we  don't  know  a heck  of  a lot  about; 
therefore  the  need  there  is  unbelievably  broad  and  goes  far  beyond  the  scope 
of  Huntington's. 

The  second  step  would  be  how  does  this  defect  express  itself?  First 
of  all  is  how  does  the  gene  cause  the  defect?  The  second  is  how  does  the  de- 
fect express  itself.  Now  we're  more  specific  and  have  an  idea  what  the  defect 
might  be;  in  other  words,  how  does  this  cause  a neuron  not  to  work  right? 

And  eventually  it  stops. 

The  third  step  is  once  the  neuron  isn't  working  right,  how  does 
this  lead  to  manifestations  that  are  Hurt  ington's  ? How  does  this  lead  to  the 
signs  and  the  symptoms? 

The  approaches  to  all  three  are  very  different.  The  first  one  is  a 
very  broad  approach  to  dominant  genetic  diseases  and  understanding.  The 
second  is  a primarily  neurochemical  problem  (my  prejudice  assumes  it 
would  be  chemical)  to  the  Huntington's  disorder  itself.  The  third,  how  this 
leads  to  the  signs  and  symptoms,  is  a much  broader  one.  It  requires  knowledge 
of  psychological  neurological  function  within  the  nervous  system,  how  any 
defect  can  change  it  and  utilize  itself  not  with  all  other  genetic  diseases  but 
with  those  diseases  of  the  nervous  system  which  affect  similar  cell  populations 
and  cause  similar  types  of  derangements. 

I would  not  like  to  be  so  pretentious  as  to  tell  you  which  of  these 
three  you  should  approach.  I would  only  like  to  perhaps  tie  this  in  with  what 
you  were  just  talking  about  in  relation  to  centers.  I would  point  out  to  you 
that  it  is  only  the  third,  that  from  my  point  of  view  approaching  the  third 
problem,  how  does  the  deficient  neuron  lead  to  symptoms,  that  we  may  come 
closest  to  doing  something  in  the  near  future  to  alleviate  suffering.  Knowing 
what  the  genetic  defect  is  which  we  know  in  a whole  host  of  diseases.  We  now 
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know  what  the  people  are  dying  from,  which  is  not  exactly  a major  triumph 
for  the  [latient.  This  is  where  centers  related  to  these  major  interests  and 
the  study  of  the  production  and  management  of  symptoms  in  an  attempt  to 
figure  out  their  pathophysiology  and  hopefully  pharmacology  treatment  can 
be  very  helpful.  This  is  why  I feel  that  any  center  relating  to  this  should 
[iroljably  consist  primarily  of  tudy  cf  the  diseases  which  are 

symptomatically  related  in  some  ways. 

I agree--I  think  that  going  to  the  Federal  Government  to  get  support 
for  treatment  is  very,  very  difficult.  I think,  on  the  other  hand,  in  research 
of  treatment,  and  through  a variety  of  sources  including  vocational  rehabilita- 
tion resources,  welfare  sources,  what  have  you,  it  might  conceivably  in  the 
right  place  at  the  right  time,  be  possible.  I feel  that  the  point  should  be  made 
that  if  today  we  knew  what  the  genetic  abnormality  was  and  if  tomorrow  we 
[iredicted-  . .we  would  have  a heck  of  a lot  of  people  with  a heck  of  a lot  of 
problems  we  couldn't  do  a damned  thing  about  for  a long  time. 

GUTHRIE:  . . . that  that  third  area  is  the  one  area  that 

our  own  people  who  need  it  don't  fight  for  it.  They  themselves  don't  appre- 
ciate that  the  cure  is  a long  way  off.  The  whole  thing  now  is  that  we  need 
research  and  this  is  something  that  we  all  have  to  face. 

WEXLER:  I think  that  when  you  say  though  that  just  being  able  to 
know  when  people  are  dying,  to  know  what  they're  dying  of,  it  really  is  not 
that  much.  . . 

KLAWANS:  I didn't  say  it  was  not  that  much.  I said  we  still  know 
a hell  of  a lot  of  people  with  a hell  of  a lot  of  problems  we've  got  to  do  some- 
thing about. 

WEXLER:  Agreed,  but  I think  that  that's  a plus. 

SCHACHT:  But  it  also  raises  a number  of  new  problems. 

KLAWANS:  I would  love  to  have  to  face  those  new  problems.  I'm 
willing  to  trade  the  old  problems  for  the  new  ones--if  we  got  a predictive 
test  that  works.  I'll  deal  with  those.  I'll  be  more  than  happy  to. 

SCHACHT:  I can't  get  anyone  else  to  admit  that  they're  willing  to 
dealwith  those.  With  our  present  capability. 
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KLAWANS:  I'm  not  sure  we  have  any  present  capability.  I think  I 
have  probably  done  as  extensive  a study  of  people  v/iio  are  affected  and  have 
certainly  published  the  best  study  that's  ever  been  done  and  I don't  think  we 
have  any  solutions. 

WEXLER:  A differeni  kind  of  question- -in  your  first  two  areas, 
granted  the  approach  is  different.  Let  me  turn  the  question  around.  You 
got  involved  in  H.D.  research  nine  years  ago  approximately.  You  are  one 
of  the  best  known  in  the  world  for  Huntington's  Disease  research.  Now  in 
the  last  nine  years  there  have  been  gradually  increasingly  large  numbers  in 
basic  scientists  who  become  interested  and  you  need  scientists  in  all  these 
different  areas  to  work  on  the  problem  and  that's  the  only  way  we're  going  to 
come  up  with  the  answers  in  those  first  two  categories.  Do  you  have  any 
idea  how  we  might  encourage  scientific  involvem^ent,  a mechanism  for  galva- 
nizing more  research,  more  research  interest,  more  investigators,  some 
kind  of  mechanism?  I mean,  do  we  need  to  leave  it  only  to  fate  or  do  we  need 
some  kind  of  workshop  program,  journal  program? 

KLAWANS;  The  inspiration  is  not  the  problem- -no  mo  neyl  I mean 
its  very  simple.  There  are  a lot  of  bright  Ph.  D.  's,  a lot  of  bright  neurochem- 
ists, there  are  brights  in  all  fields,  all  kinds  of  bright  people.  Now  some 
people  you  can  interest  by  the  nature  of  the  intellectual  problem.  But  if  you 
really  want  to  galvanize  lots  of  people  who  get  interested  in  the  problem,  all 
you  have  to  do  is  have  a budget  of  umpteen  million  dollars  to  be  spent  on 
research.  That'll  galvanize  people. 

WEXLER:  The  cancer  people  would  say  that  when  the  cancer  insti- 
tute blew  up  like  that,  they  got  a lot  of  hats. 

GUTHRIE:  I think  that's  important.  A lot  of  people  went  into  it 
just  for  money  and  were  not  quality  scientific.  . . 

KLAWANS:  Well,  what  you  have  to  do  is  have  the  people  who  are 
distributing  the  money  have  an  interest  in  quality  control--not  a program  that 
says  you  have  to  spend  80  million  dollars  a week,  but  that  you  have  x-amount 
of  money  to  spent  for  quality  research.  The  politics  of  cancer  we  need  not 
get  into,  but  I think  that  certainly  is  one  way.  The  other  way,  I think,  is  to 
essentially.  . . is  essentially  self- prop agating  phenomenon.  And  I think  you're 
doing  that  and  its  being  done.  People  don't  do  research  into  a disease  they've 
never  heard  of  and  I think  that  research  that  is  being  done  in  many  ways  is 
self-propagating,  will  continue  to  be  once  you  have  more  and  more  investiga- 
tors doing  more  and  more  things,  it  just  works.  I mean  I can  go  to  a psycholo- 
gist, say  ten  years  ago,  and  he  didn't  know  a thing  about  Huntington's.  Its 
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har-(ler  and  harder  to  find  a psychologist  who  doesn't  even  know  what  Hunting- 
ton's is.  In  my  experience,  ith  harder  and  harder.  I think  it  is  self- propagating 
in  some  ways.  And  I think  that  what  is  being  done  in  relation  to  that  is  very 
Kood  and  1 think  that  if  sufficient  support  comes  from  that  self-propagating  will 
not  be  frustrated. 


WEXLER:  This  is  a pointed  question.  You've  been  part  of  a work- 
shop for  Hereditary  Disease  Foundation  and  the  World  Foundation  of  NeuroLogy. 
Do  you  think  something  like  that  workshop  type  of  format,  that  was  structured 
on  a national  basis,  would  be  one  way  of  encouraging  investigators  or  educating 
investigators  about  the  problem? 

KL,AWANS:  Yeah.  1 think  --1  actually  believe--that  the  World 
I'ederation  of  Neurology  format  which  you  are  familiar  with,  the  workshop 
format,  that  there  are  very  few  ways  for  people  from  terribly  distant  places 
to  sit  down  for  three  or  four  days  in  a relatively  unstructured  way  and  just 
talk  about  a disease.  Most  formal  meetings  you  have  a tentative  thought, 
you  know,  five  minute  question  and  answers,  and  basically  nothing  gets  com- 
municated although  the  latest  research  may  get  reported,  you  know  you  haven't 
enough  time  to  evaluate  the  techniques,  much  less  absorb  them.  Clearly  those 
things  are  important  when  major  discoveries  are  made,  they  transmit  them. 

But  in  relationship  to  a problem  where  we  are  really  at  a point  where  we're 
trying  to  figure  out  approaches  and  methods  and  conceptualization,  this  sort 
of  thing,  I think,  is  very,  very  fruitful.  The  types  that  I have  been  involved 
with  have  been  very  variable,  some  of  them  I think  have  been  attracted  from 
the  point  that  there  are  just  not  enough  people  who  know  enough  about  the 
disease.  People  will  talk  about  the  pathology  of  the  disease  who've  never 
looked  at  the  brain  through  a microscope.  Their  statement  on  the  pathology 
of  Huntington's  is  based  on  the  summary  that's  printed  in  the  textbook  for  the 
first-year  medical  student--not  on  what  all  of  us  who  are  neurologists  who 
are  interested  in  the  disease. know  to  be  the  pathology,  and  then  create  hypo- 
theses of  the  disease  based  on  that.  Such  workshops,  I think,  are  self-'defeating 
in  their  purpose.  1 think  that  unfortunately  there  aren't  perhaps  enough  of  us 
around  who  really  know  it  all  the  time.  1 think  that  workshops  involve  people 
who  clearly  do  and  have  spent  twenty  years  or  ten  years  of  their  life  dealing 
with  the  diseasq  with  people  from  other  backgrounds,  molecular  pharmacologists, 
high  energy  physicists,  doctors  who  can.  add  something,  can  be  extremely  helpful 
and  it  is  a good  way  to  get  a lot  out  of  very  little  money.  The  amount  of  money 
to  support  one  of  those  meetings  is  minimal. 
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GARRON:  I do  not  think  that  making  umpteen  million  dollars  avail- 
able will  make  a significant  dent.  I think  too  often  people  think  in  terms  of 
an  instantaneous  solution.  I think  that  to  some  extent  some  biomedical  scien- 
tific advances  are  made  in  a different  way.  I dare  say  that  the  single  event 
in  research  into  helping  Huntington's  Disease  was  the  discovery  of  an  avenue 
in  research:  that  is,  the  discovery  of.  . . and  it's  really  probably  attracted 
more  outside  investigators  than  any  single  thing.  One  could  have  made  ump- 
teen million  dollars  a day.  One  could  have  gotten  high  quality  proposals, 
spent  the  umpteen  million  dollars  in  first-rate  research  but  accomplished 
very  little.  I think  that  for  many  years  we  saw  that  in  schizophrenia.  No 
one  knew  how  to  approach  it  significantly  and  therefore  many  very  intelligent 
people  did  extremely  sophisticated  research.  Reading  the  literature  on  it 
would  take  one  a lifetime  and  one  will  know  nothing  of  use  from  any  of  that 
very  good,  very  expensive  research  because  there  was  no  avenue.  There  was 
no  research  avenue.  This  was  very  much  true  in  microbiology  for  awhile. 

It  wasn't  successful  until  someone  found  a research  approach  and  then  it 
became  a hot  field  because  of  its  complexity  and  because  there  was  a way  to 
do  significant  research  that  attracted  the  best  minds  at  the  time  for  awhile. 

I would  think  that  if  one  looks  upon  this  as  a process  rather  than  as  an  attempt 
to  bring  about  instantaneous  results,  what  one  ought  to  do  is  find  those  approaches 
that  seem  to  offer  the  best  promise  and  fund  some  few  of  those  until  someone 
gets  a handle  and  then  be  prepared  to  fund  all  of  the  other  people  who  flock 
to  the  field  when  there  is  a handle.  L-dopa  gave  people  a handle  in  Parkin- 
son's Disease.  C bnceptualizing  the  approach  to  schizophrenia  has  made  it 
worthwhile  once  again  perhaps  to  spend  some  money  on  schizophrenia  research. 

So  I think  that  one  has  to  be  a little  patient  and  look  upon  at  least  part  of  the 
process  as  a longitudinal  line  and  fund- -not  hope  to  discover  the  mother  lode 
right  away- -but  fund  some  few  prospectors  who  might  have  the  best  chance 
of  finding  the  mother  lode. 

KLAWANS:  I totally  agree  with  David.  The  question  was,  how  do 
we  get  more  people  to  do  research  and  I said  the  easy  answer  was  to  get  more 
money.  Whether  that  gives  the  answer  or  not,  and  we  go  back  to  the  cancer 
research  problem,  it  clearly  doesn't.  Obviously,  if  you  want  the  answer,  they 
just  had  a meeting  on  Parkinson's  Disease  in  Lubbock,  Texas  and  Dr.  Horna- 
cavitz  who  discovered  the  loss  of  . . . from  the  brains  of  Parkinson's 

Disease  patients,  opened  by  showing  a picture  of  his  laboratory,  which  looked 
essentially  like  a room  in  most  hospitals  where  they  collect  garbage,  but 
you're  right.  Spending  more  money  he  will  now  be  supported  at  an  infinitely 
high  level  for  the  rest  of  his  life  whether  he  will  ever  make  another  signif- 
icant discovery  or  not. 
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GUTIIHIE:  What  you're  saying  is  something  we  lay  people  say: 
\'ou  cannot  buy  a cure  for  a disease  but  you  can  help  to  finance  the  scientific 
intei'cst  through  the  congressional  committee.  I call  that  what  our  task 
should  be. 


TESTIMONY  OF 
DAN  SCORCZ 
ELK  GROVE,  ILLINOIS 


SCORCZ:  Ladies  and  Gentlemen  of  the  Commission,  my  name  is  Dan 
Scorcz,  the  current  President  of  the  Midwestern  Chapter  of  the  Committee 
to  Combat  Huntington's  Disease.  I am  not  a psychologist  or  neurologist.  In 
fact,  itk  been  less  than  three  years  since  I first  heard  the  words,  Huntington's 
Disease.  I am  not  at  risk  nor  will  I dwell  on  the  story  of  how  it  came  into 
our  life. 


I just  want  to  address  the  commission  with  my  feelings  after  listen- 
ing to  the  testimonies  today,  what  I feel  some  of  the  problems  that  we  really 
have  to  face  and  I realize  the  cures  are  a long  way  away.  Possible  effective 
treatment  is  a long  way  off  but  after  learning  of  H.  D.  my  wife  and  I decided 
to  seek  out  any  help  that  we  could  in  the  way  of  information  or  education.  We 
were  directed  to  a very  hard  working  lady  who  almost  single-handedly  was  the 
Chicago  Chapter.  She,  with  a couple  of  close  friends,  children  and  associations 
with  people  like  Marjorie  and  Dr.  Klawans,  were  the  only  place  to  go  for  H.D. 
families  who  were  looking  for  help.  We  decided  to  pitch  in  and  help  also,  but 
it  still  requires  a lot  more  than  we're  doing. 

Our  basic  function,  of  course,  is  fund  raising,  information  and 
education,  distribution  of  whatever  we  have  in  the  way  of  available  literature,  try- 
ing to  donate  funds  to  the  National  to  further  lobbying  for  federal  funds, 
assisting  and  aiding  research  through  dollars  donated,  but  the  fact  remains 
that  our  greatest  frustration  and  difficulty  comes  when  we  are  contacted  by  a 
Huntington's  Disease  family,  and  I'm  going  to  skip  over  the  misdiagnosis  and 
a lot  of  the  other  things  that  have  been  brought  up  because  by  the  time  they've 
contacted  us,  they've  already  been  through  it  could  be  six  months  or  it  could 
be  twenty  years  of  digging  around  and  trying  to  find  out  exactly  what  it  is. 

But  when  we're  contacted,  we're  asked  for  assistance  and  help, 
and  frankly,  the  people  on  our  Board  aren't  medical  professionals.  Few  of 
them  are  allied  health  professionals  of  any  type  and  our  only  way  of  giving  them 
any  guidance  is  the  background  that  we've  acquired  from  patients  who  have 
finally  been  properly  diagnosed.  We  know  of  doctors  who  have  finally  found 
out  what  is  wrong  with  them  and  giving  them  directions  to  proper  physicians 
is  only  a part  of  it,  because  then  you  still  have  the  family  problems  . And 
there  is  no  one  effective  place  to  get  together  this  family  and  counsel  them. 
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We  guide  them,  make  them  understand  exactly  v/hat  the  ramifications  of  this 
manifestation  taking  place  are.  It  hurts  to  not  be  able  to  offer  them  that  kind 
of  help.  You  can't  ignore  people,  but  by  the  same  token,  it  really  is  difficult 
to  give  them  proper  guidance. 

We  were  contacted  recently  by  a young  woman  whom  we  had  hoped 
to  be  able  to  get  to  give  some  testimony  but  we  couldn't  get  her  to  come  up. 

Her  father  was  diagnosed  as  having  H.  D.  and  at  a large  hospital  here  in  Chicago 
she  was,  along  with  another  member  of  her  family,  told  they  were  given  a test 
to  determine  if  they  would  ever  get  Huntington's,  and  that  the  test  turned  out  to 
be  negative.  She  was  given  some  medication,  which  really  didn't  make  any 
sense.  She  was,  in  fact,  advised  anyway  because  of  the  H.  D.  to  have  a hyster- 
ectomy. She  was  like  20  years  old.  It's  the  kind  of  thing  that.  . . 

WEXLER:  Just  a minute.  What  did  they  say? 

SCORCZ:  That  the  tests  turned  out  to  be  negative.  No,  that  she 
didn't  have  it. 

GUTHRIE:  And  they  still  advised  her  to  have  a hysterectomy? 

SCORCZ:  Yes,  for  precautionary  reasons.  These  kinds  of  things 
are  just.  . .whatever  nickles  and  dimes  we're  raising  or  even  dollars  that 
we're  sending  in  and  whatever  literature  we're  disseminating,  before  they 
ever  get  to  the  Midwest  Chapter  or  whatever  chapter,  it's  already  too  late 
because  the  dissension,  some  of  the  rejection,  a lot  of  the  problems--social 
problems--have  already  manifested  themselves  as  has  the  disease.  And 
that's  the  toughest  thing  to  pull  back  together.  Once  it's  gone,  it's  gone. 

So  I think  if  there's  one  thing  we  really  have  to  have,  itb  a place  to  tie  all 
this  together,  a way  to  be  of  some  service  to  these  families  as  well  as  the 
kind  of  work  that  Dr.  Klawans  is  doing  and  the  psychological  work,  guidance 
and  a little  bit  of  help  in  understanding  for  these  families  would  be  the  key 
step  in  getting  done  what  we  have  to  do. 

GUTHRIE:  Can  you  see  it  when  you  help  people,  as  I see  it,  that 
families  that  know  more  do  begin  to  cope  better  rath^er  than  just  saying  that 
not  knowing  is  easier  ? 

SCORCZ:  Yes,  I think  that  generally  that  is  the  case,  but  we  can't 
stay  in  as  close  a touch  with  the  entire  family  as  could  a counseling  service. 

In  other  words,  we'll  get  one  aggressive  member  of  a family  who  is  interested 
enough  to  inquire.  Our  response  to  that  person  hopefully  gets  to  the  rest  of 
the  family.  It  may  even  be  two  or  three  members  of  a family  only,  but  we  all 
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know  that  there's  a lot  more  people  than  that  involved,  whether  they  be  second 
rousins  or  more  siblings.  It's  really  much  broader  than  the  people  we  normally 
c-ome  in  contact  with,  so  it's  very  hard  to  gauge  results.  You  don't  know  who 
has  [)crmanently  been  alieniated  or  has  developed  this  whole  denial  thing  and 
who  is  never  going  to  come  back,  but  it's  just  because  we're  not  getting  to  them. 

GUTHRIE:  We  have  limitations  of  our  own,  just  as  the  professionals. 

Riglit  ? 

WEXLER:  About  the  girl  you  described,  how  strongly  was  she  ad- 
vised to  have  this  hysterectomy?  Was  she  advised  or  was  she  told? 

SCORCZ:  I'll  have  to  table  that  question  for  one  of  the  other  members 
of  our  board.  Mollie,  I think,  had  talked  to  her. 


GUTHRIE:  Do  you  think  that's  so  unusual?  I know  of  cases  where 
children  have  been  sterilized. 

SCORCZ:  Earlier  Jay  Peddy,  who  is  on  our  board,  mentioned  bring- 
ing this  up  to  a physician  he  calls  on  and  that's  not  so  unusual  either.  I think 
many  of  us  who  have  been  exposed  or  at  least  heard  of  cases  just  know  physician 
after  physician  who  didn't  know  of  the  disease  or  its  consequences.  But  on  be- 
half of  our  whole  board,  I would  like  to  say  that  we're  certainly  glad,  and  I'm 
sure  the  people  in  the  room  go  along  with  me,  that  you're  here  doing  what  you're 
doing.  Thank  you  for  that.  Maybe  it'll  help  us  a little  bit. 

SCHACHT:  We  intend  to,  one  way  or  another.  Thank  you,  we  do 
have  time  if  there  are  any  questions  from  the  floor. 

JOHNSON:  (Question  - inaudible) 

WEXLER:  We  have  a one-year  time  frame.  Our  final  final  report 
is  due  August  1977.  This  will  be  delivered  to  the  Subcommittee  in  the  House 
and  Senate  and  the  President  of  the  United  States,  whoever  he  may  be;  however 
we  have  an  interim  report  to  do  in  March  for  Sen.  Kennedy.  The  contracts  fo  r a 
number  of  the  Institutes  at  N.  I.  H.  are  being  renewed  and  Kennedy  is  taking  this 
opportunity  to  look  at  the  whole  area,  particularly  of  biomedical  research 
spending--how  much  money  is  being  spent  on  basic  research,  how  much  on 
applied  research,  what  is  the  impact  on  those  people  who  are  suffering  with 
diseases  that  are  being  researched,  and  Sen.  Kennedy  is  starting  a series  of 
hearings  in  May  and  wrote  to  us,  in  particular  asking  if  he  could  have  some 
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information,  particularly  our  budgetary  recommendations,  by  March  so  he 
can  integrate  them  into  his  report.  . .which  means  that  we  have  to  start  pull- 
ing our  numbers  and  our  recommendations  together  by  January  and  prepare 
an  interim  report  for  him.  So  particularly  in  the  area  of  suggesting  numbers, 
and  that  is  why  I was  pushing  Drs.  Klawans  and  Garron  about  being  specific, 
we  will  want  to  get  to  him  those  numbers  in  the  biomedical  research  area 
and  specific  programs  in  those  areas  by  January.  The  reports  are  all  public 
property,  you  will  have  access  to  the  reports  and  to  the  public  testimony. 

They  are  in  the  process  of  being  transcribed  and  if  anyone  wants  to  see  the 
transcription  of  today's  testimony,  you  have  only  to  write  to  the  Commission 
and  you  may  not  get  it  immediately  but  the  testimony  is  public  property  and 
you  are  welcome  to  it. 

(inaudible  question.) 

WEXLER:  Let  me  strongly  encourage  all  of  you  to  keep  these 
letters  coming  for  a number  of  different  reasons.  We  are  taking  testimony 
up  until  the  final  wire  when  we  can't  get  them  printed  anymore,  so  that  means 
next  summer  and  the  testimony  is  extremely  helpful  and  important  in  not  only 
making  the  recommendations  to  the  Commissioners  but  in  documenting  these 
recommendations  and  they  also  serve  a very  important  political  function  which 
is  that  all  of  your  Congressmen  are  going  to  go  to  the  back  of  the  book  and 
are  going  to  see  how  many  people  in  their  Congressional  area  bothered  to 
write  a letter,  and  they're  just  going  to  do  a numbers  count.  Hopefully,  some 
of  them  will  read  it,  but  if  they  don't,  they'll  count  up  pages  and  even  if  its 
one  sentence,  we  have  your  name  and  address  and  that  counts.  Sometimes 
the  Congressmen  are  in  a hurry  and  will  just  wave  a number  of  volumes  of 
testimony,  but  if  you've  got  a stack  like  that,  it's  saying  to  Congress  that  peo- 
ple are  interested  and  concerned  and  that  anything  that  this  Commission  does 
will  have  an  impact  on  a lot  of  people.  So  please,  not  only  Huntington's 
families  and  professionals,  but  anybody  who  has  anything  to  say  about  the 
problem.  It  could  be  a friend  of  yours  who  just  sees  what  kind  of  impact 
it  has  on  you  and  on  them.  If  each  person  gets  at  least  one  other  person 
to  write  a letter,  we'll  have  quite  a number--a  good  representation. 
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JUNE  ALBRECHT 
WAUSAU,  WISCONSIN 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Three:  husband,  his  brother,  and  his  father. 


flow  many  are  afflicted  now?  Two  daughters. 


How  many  are  "at  risk?"  Seven  more. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/~~7  Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Husband  at  Madison, 
daughter  in  doctor's  office,  another  daughter  in  hospital 
at  Marshfield. 

What  problems  had  to  be  met?  One  daughter  has  not 
accepted  it.  She  lives  in  Superior,  Wisconsin  with  her 
husband  and  one  daughter.  Another  daughter  divorced  and 
living  with  me  (her  mother) . 
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After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 


Were  there  any  financial  troubles? 

I believe  daughter  in  Superior  is  getting  SSI  now. 
I'm  worried  about  how  her  husband  treats  her  because 
he  is  a heavy  drinker.  Maybe  he  has  changed. 


Was  there  an  employment  problem? 

One  daughter  here  works  3 days  a week  at  River  Valley 
Workshop.  Daughter  in  Superior  does  not  work  now. 


How  were  your  requests  for  assistance  received  or 
refused? 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

When  husband  was  diagnosed  in  Madison,  we  told  them  there 
that  his  father  had  died  from  H.D.,  and  a brother.  Grand- 
mother died  in  County  home.  (Perhaps  she  had  H.D.)  Grand- 
father died  young  in  a logging  camp  from  pneumonia.  We 
lived  on  my  husband's  farm.  Had  to  get  help  from  Welfare 
because  husband  couldn't  keep  farm  going.  What  Welfare 
gave  us  then  doesn't  compare  to  what  people  get  now.  It 
was  tough  going  for  us  I 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

During  the  time  husband  had  it  lived  on  farm.  Didn't 
get  out  much.  Now  I am  an  aide  at  hospital  and  get  around 
more.  People  thought  husband  was  drunk  lots  of  times. 


Has  there  been  extra  stress  placed  on  your  children? 

Rest  of  children  upset  and  worried  about  getting  it 
(H.D. ) : 


Do  your  children  know  they  are  "at  risk?" 

Yes . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

/X/  More  and  better  research. 

Better  public  understanding  of  our  problem. 

/x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/x/  RELIEF  from  financial  burdens. 

OTHER: 
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MRS . ORVILLE  ALEXANDER 

CARBONDALE,  ILLINOIS  APRIL  8,  1977 


I would  like  to  add  my  testimony  to  that  of  others  con- 
cerning our  experience  with  H.D. 

My  sister  developed  an  illness  in  the  early  1950 's.  We 
took  her  to  many  doctors  in  southern  Illinois.  None  knew  what 
was  wrong,  but  all  knew  something  was  amiss  in  her  body.  She 
was  finally  sent  to  a mental  hospital  where  a German  doctor 
diagnosed  the  case  correctly.  This  was  eight  or  so  years  later 
than  her  first  awareness  of  an  illness  and  ours.  She  and  her 
husband  had  two  daughters:  one  born  in  1944  and  another  in 
1947.  They  only  remember  their  mother  as  an  ill  person.  They  were 
very  poor  and  this  illness  was  a devastating  blow  to  the  family 
budget . 


One  of  her  daughters  has  not  had  any  children  because 
of  her  fear  of  passing  the  dreaded  disease  on  to  another  per- 
son. The  other  girl  now  has  one  daughter.  Both  daughters 
are  aware  at  all  times  that  they  may  also  have  H.D. 

After  the  illness  was  properly  diagnosed,  my  sister 
spent  many  years  in  a nursing  home.  The  state  paid  most  of 
that  bill,  but  the  family  life  was  disrupted  to  the  extent 
that  the  father  couldn't  work  for  quite  a long  time.  In  the 
meantime  my  husband  supported  their  family  as  well  as  his  own 
on  a college  teacher's  salary,  which  made  it  very  difficult 
for  both  families.  When  girls  got  to  college  we  sent  them  as 
well  as  our  own  two  sons.  We  sent  one  daughter  to  last  two 
years  of  high  school  as  well.  Had  they  not  had  us  to  fall 
back  on  for  support,  I don't  know  what  might  have  happened  to 
that  family. 

The  emotional  strain  and  lack  of  understanding  on  the 
part  of  former  friends  and  acquaintances  is  something  no  one 
should  have  to  go  through.  All  friends  quit  coming  to  see  my 
sister  long  before  she  became  unable  to  talk. 

At  the  end  she  was  (for  three  years)  a mentally  alert 
mass  of  inertness.  She  just  lied  in  bed  and  watched  tele- 
vision— when  the  nursing  home  would  permit  it. 


3-126 


Chicago,  Illinois 


October  20,  1976 


The  doctors  need  to  be  taught  to  recognize  this  illness. 

The  public  needs  to  be  educated  to  be  more  accepting  of 
one  who  has  H.D.  and  of  his  or  her  family.  We  are  all  hoping 
a massive  effort  in  research  can  be  launched  to  try  to  find  a 
cure  or  even  some  help  in  stabilizing  the  illness  so  a person 
can  function  longer  with  it.  My  sister's  illness  covered  a 
period  of  years.  Most  cases  have  about  that  length  from 
what  I've  read.  She  died  in  1972. 

The  Government  has  gone  "all  out"  to  conquer  other  ill- 
nesses. We  families  who  have  this  disease  now  feel  it  is  our 
turn  for  help  in  conquering  the  disease,  in  advising  and  coun- 
seling for  families,  help  with  financing  such  diseases,  help 
in  training  nurses  in  best  techniques  for  care  of  H.D. 

These  are  my  hopes  for  the  future.  I could  tell  you 
of  some  of  the  inhuman  things  that  occurred  in  nursing  homes, 
such  as  the  fact  that  a doctor  didn't  even  look  in  for  one  whole 
year  and  I heard  the  nurses  saying, how  many  people  who  couldn't 
feed  themselves  were  skipped  at  noon  meal,  and  "Let's  be  sure 
they  get  something  this  evening." 

I'm  looking  forward  to  a complete  National  Plan  for 
controlling  with  best  data  available  the  disease  and  its 
consequences . 
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MARGARET  ANDERSON 

OSHKOSH,  WISCONSIN  DECEMBER  7,  1976 


We've  been  asked  to  write  our  story  of  living  with  H.D. 

We  were  unaware  of  the  disease  being  in  my  husband's  family.  He 
had  a grandmother  (maternal)  who  had  been  in  a mental  institution 
but  I was  told  it  came  at  the  menopause  period  and  it  was  caused 
by  this  time  in  her  life. 

We  were  living  in  the  Panama  Canal  Zone,  where  our  daughter 
was  born.  She  was  two  and  one-half  years  old  when  we  came  back 
to  the  states.  The  first  news  that  greeted  us  was  that  Andy's 
mother  was  at  the  state  hospital.  This  started  my  investigation. 
I wrote  to  the  superintendent  of  the  hospital;  he  informed  me 
as  to  the  illness  and  whom  to  contact  for  more  information.  I 
lived  with  this  shattering  news  and  bore  the  burden  of  what  I 
had  learned  alone,  for  a time.  Finally,  I had  to  tell  my  husband 
why  I didn't  want  any  more  children. 

My  husband  never  complained,  but  I noticed  a gradual  change 
in  him.  He  began  slowing  down  both  mentally  and  physically  and 
refused  jobs  of  great  responsibility.  Finally,  at  47  he  went  to 
see  his  doctor,  having  all  the  information  he  was  able  to  diag- 
nose it  immediately.  However,  my  husband  insisted  on  going  to 
the  Mayo  Clinic;  the  answer  was  the  same.  He  had  difficulty  in 
tolerating  certain  medications. 

His  company  kept  him  on  until  he  was  53  years  old.  I had 
to  go  to  work,  never  having  had  any  real  training.  I earned  very 
little.  He  was  so  frustrated,  he  would  become  abusive  both 
physically  and  orally.  However,  he  didn't  want  to  leave  home, 
so  I kept  him  there. 

I would  give  him  his  breakfast,  dress  him  and  he  would  be 
alone  until  I came  home  from  work.  Then  I prepared  his  dinner, 
eventually  had  to  feed  him  food  he  could  swallow;  he  had  great 
difficulty  swallowing  and  drooled  a lot.  I had  to  take  him  to 
the  bathroom,  put  him  in  the  tub,  shampoo  and  cut  his  hair, 
and  shave  him.  Lift  him  from  the  floor  when  he  fell.  He  had 
a great  deal  of  rigidity  in  his  legs  and  hands.  He  didn't  flail 
about  as  some  cases  do.  His  speech  was  difficult  to  understand. 

He  finally  contracted  pneumonia  when  he  was  63  and  couldn't 
fight  it.  He  was  hospitalized  for  three  and  one-half  weeks. 

We  couldn't  get  added  health  insurance  nor  life  insurance. 
During  his  long  illness  prayer  groups  prayed  for  us.  We  never 
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had  to  ask  for  financial  assistance,  and  he  became  eligible  for 
Medicare  the  first  of  July  and  entered  the  hospital  in  August 
and  died  in  early  September.  They  performed  an  autopsy. 

Through  the  literature  I received  from  Rochester,  Minnesota, 
I was  able  to  understand  what  was  happening  and  managed  to  handle 
it.  However  at  the  time,  I believed  we  were  the  only  ones  with 
this  dread  disease. 

Our  daughter  married  at  20  and  has  two  children.  One  can 
only  advise,  but  not  control.  She  has  developed  the  disease-- 
started  at  30,  much  younger  than  her  father.  Her  husband,  won't 
join  a chapter,  nor  attend  the  meetings.  This  would  give  him 
a better  understanding.  My  heart  goes  out  to  the  children. 

One  is  12,  the  other  6.  Thus  far,  she  hasn't  been  put  on  medi- 
cation. Hasn't  seen  a doctor  for  over  a year,  but  has  an  appoint- 
ment for  December  10.  They  live  in  another  state.  She,  too, 
has  the  rigidity.  Also  was  quite  depressed  when  I visited  them 
for  three  weeks.  She  takes  a great  deal  of  verbal  abuse. 

Had  I been  aware  that  children  could  get  it,  perhaps  I would 
have  recognized  some  symptoms,  such  as  avoiding  problems,  not 
having  a good  work  record,  evading  the  truth.  She  talks  and  con- 
fides in  me  now.  We  were  led  to  believe  it  hit  people  in  the 
middle  forties,  therefore  thought  the  above  symptoms  were  a flaw 
in  character. 

Any  family  having  the  gene  goes  through  hell  wondering  how 
much  more  one  must  take.  However,  it  does  make  one  more  compas- 
sionate and  loving  toward  others.  My  fervent  prayer  is  this,  that 
a researcher  finds  the  God  given  answer  to  this  cruel  illness. 


I 


I 
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MRS.  MARGARET  W.  ANDERSON 

OSHKOSH,  WISCONSIN  FEBRUARY  17,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  My  husband,  his  mother  and  grandmother.  Don't  know 
about  the  family  history. 

How  many  are  afflicted  now? 

My  daughter. 

How  many  are  "at  risk?" 

Two  grandchildren. 

This  disease  not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home? 

Doctor's  office  and  the  Mayo  Clinic. 

What  problems  had  to  be  met? 

I had  to  find  a job,  though  untrained.  He  was  kept  on  by 
the  company  but  was  home  for  ten  years. 
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i.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
No,  we  continued  living  in  our  small  home. 

V^ere  there  any  financial  troubles? 

We  managed  on  a limited  scale. 


Was  there  an  employment  problem? 

No,  they  kept  him  on  until  he  could  no  longer  function 
efficiently.  Our  doctor  helped  us  here,  by  explaining  the 
situation . 


How  were  your  requests  for  assistance  received  or 
refused? 

We  didn't  ask  for  help.  He  didn't  want  to  leave  home  so 
I fed,  bathed,  shaved  and  lifted  him  bodily  when  he  fell. 
He  had  the  rigid  type.  He  was  hospitalized  the  last  3-1/2 
weeks  with  pneumonia. 


Was  there  difficulty  with  an  insurance  problem  of  disability 
payments?  Yes,  we  couldn't  get  added  health  insurance, 
and  this  was  quite  limited.  He  received  Social  Security 
Disability . 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

We  had  none;  couldn't  take  him  in  the  car,  he  would 
suddently  decide  he  wanted  to  drive,  which  he  couldn't 
do  because  he  ignored  signs. 


Has  there  been  extra  stress  placed  on  your  children? 
My  daughter  felt  she  couldn't  have  friends  in. 


Do  your  children  know  they  are  "at  risk?" 

The  grandchildren  are  only  12  and  6. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 

( check : ) 

/y/  More  and  better  research. 

/x/  Better  public  understanding  of  our  problem. 

/x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS : 

It  is  horrible  watching  someone  one  loves  with  this  dread  disease. 
Had  we  known  it  was  in  the  family,  we  would  never  have  had  a child. 
When  I found  out  through  questions,  we  decided  against  having 
more.  Now  our  only  child  is  a victim. 
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SUSAN  ANN  ANGELL 

NEENAH,  WISCONSIN  FEBRUARY  25,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Two.  My  Dad  was  misdiagnosed. 


How  many  are  afflicted  now?  Two. 


How  many  are  "at  risk?"  Four. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~y  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  a hospital. 


What  problems  had  to  be  met? 

Adjusting  to  the  disease;  spent  a lot  of  sleepless  nights. 
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3.  After  the  diagnosis; 

Did  different  living  arrangements  have  to  be  made? 

So  far  I am  still  at  home.  I am  taking  Haldol.  I have 
had  It  for  18  months. 

Were  there  any  financial  troubles? 

I got  Social  Security  for  myself  and  two  girls. 

I cannot  drive  or  work. 


Was  there  an  employment  problem? 


I was  not  working. 


Was  there  difficulty  with  an  insurance  problem  or  disability 
payments? 


I never  tried. 


How  were  your  requests  for  assistance  received  or  refused? 
I get  Social  Security. 
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4.  How  has  the  presence  (or  threat)  of  Huntington’s  disease 
affected  your  social  life? 

I stay  home  a lot. 


Has  there  been  extra  stress  placed  on  your  children? 
Yes . 


Do  your  children  know  they  are  "at  risk?" 

Not  my  3-year-old  but  the  9-year-old  does. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check: ) 

More  and  better  research. 

/~~7  Better  public  understanding  of  our  problem. 

/~7  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/ / RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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JULIUS  F.  BACHINSKI 

SUPERIOR,  WISCONSIN  MARCH  21,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  3 


How  many  are  afflicted  now?  i 


How  many  are  "at  risk?"  ? 


This  disease  is  in  my  family 

/~V  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Duluth  Clinic. 


What  problems  had  to  be  met?  Psychological  adjustment, 
family  care,  what  would  be  the  outcome? 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Yes;  home  care,  eventually  institutional  care. 

Were  there  any  financial  troubles? 

Yes,  some  provided  by  state  agencies. 


Was  there  an  employment  problem? 

Patient  not  capable  of  performing  adequately  to 
obtain  employment. 


How  were  your  requests  for  assistance  received  or 
refused? 

Generally  received. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 


Impossible  to  obtain  life  or  medical  care  insurance. 
My  employment  insurance  covered  a portion  of  the 
illness . 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Not  mine.  Could  be  detrimental  to  the  children. 


Has  there  been  extra  stress  placed  on  your  children? 
Definitely. 


Do  your  children  know  they  are  "at  risk?" 
Presume  so. 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

More  and  better  research. 

/~~7  Better  public  understanding  of  our  problem. 

/ / Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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SHIKLEYA.  BAHNUM 

BBLOIT,  WISCONSIN  SEPTEMBER  14,  1976 


The  following  is  our  written  testimony  to  be  used  by  the  Commis- 
sion. We  do  not  wish  to  appear  before  the  Commission.  My  husband. 
Hob,  is  "at-risk.  " 


Bob  Barnum 

M 

Age  30 

Married 

Electrical  Con- 
tol  Technician 

Shirley  Barnum 

F 

Age  27 

Married 

Homemaker 

Sandy  Barnum 

F 

Age  3 

Our  child 

Jack  Barnum 

M 

Age  9 mos. 

Our  child 

Bob  and  I met  in  1967,  after  we  were  engaged  in  1968  Bob  told  me 
about  his  mother  having  H.D.  Bob  told  me  what  he  knew  of  H.D.,  this 
being  information  his  father  had  told  him.  We  know  now  that  this  was 
limited  and  some  was  incorrect,  i.  e.  , females  have  a higher  chance  of 
inheriting  H.D.  I was  attending  a hospital  school  of  nursing  R.  N.  pro- 
gram at  that  time  and  read  all  I could  about  H.  D.  I was  shocked  by  the 
small  amount  of  information  on  it.  I spoke  with  my  pastor  and  school 
counselor  (an  R.  N.  instructor)  about  this.  They  both  advised  me  not  to 
marry.  I also  spoke  with  a genetic  counselor,  as  advised  by  counselor, 
he  explained  clearly  the  information  1 had  read.  I knew  what  Bob's 
chances  of  having  inherited  H.  D.  were  and  knew  the  chances  of  any 
children  that  we  might  decide  to  have. 

Bob  and  I were  married  in  July  1968.  We  moved  to  his  hometown. 
1 discussed  H.D.  and  the  possibility  of  having  children  with  our  family 
doctor  in  1969.  He  said  go  ahead.  At  my  next  appointment  he  told  me 
that  he  was  not  that  familiar  with  H.D.  and  had  read  more  about  it. 

After  our  talk,  he  had  tried  to  call  me,  but  was  advising  us  now  not  to 
have  children.  Many  physicians  lack  information  on  H.  D. 

Bob  has  one  insurance  policy  taken  at  age  16  with  regular  rate. 
The  next  policy  at  age  18  with  a very  high  premium,  both  with  Banker's 
Life.  They  will  not  give  a regular  rate  until  Bob  is  45.  We  have  insur- 
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ance  on  our  home  with  Fidelity  & Guaranty  Life  Insurance  Co.  at  age  26 
with  a slight  premium.  Bob  has  a policy  with  Metropolitan  Life  at  age 
27  with  a regular  rate.  There  is  no  standard  rule  for  at-risk  persons 
with  insurance  companies. 

Bob  and  I considered  the  joys  and  heartbreaks  of  an  at-risk  person 
having  children.  After  years  of  marriage  and  much  thought  our  first 
child  was  born.  Our  second  child  was  born  December  1975,  even  though 
we  would  like  a larger  family  we'll  have  no  more  children  because  of  the 
risks  to  them. 

The  organization  Committee  to  Combat  H.  D.  has  been  a great 
help  to  us.  Bob's  aunt  in  California  sent  us  a clipping  about  it  in  1969. 

We  wrote  to  the  National  Office  and  they  put  us  in  touch  with  the  Chicago, 
111.  chapter,  who  put  us  in  touch  with  Dr.  Harold  Klawans.  Bob  has  been 
examined  by,  counseled  with,  and  been  a part  of  a research  program  about 
H.D.  with  Dr.  Klawans.  Through  C.  C.  H.  D.  we  know  there  are  others 
in  our  same  position  and  we  know  work  is  being  done  to  try  to  answer 
our  questions: 

1.  Will  Bob  develop  H.D.  ? To  know  before  the  symptoms  begin 
will  be  of  great  help  to  H.  D.  at-risk  persons  and  their  families. 

2.  If  Bob  develops  H.  D. , what  kind  of  treatment  will  he  receive? 
Can  medication  to  control  all  symptoms  be  developed?  Can  a cure  be 
found  ? 

3.  Can  the  cause  of  H.D.  be  found? 

4.  Will  our  children  face  what  Bob  has?  Loss  of  parent  from 
home  at  early  age,  wondering  if  each  involuntary  jerk  is  the  beginning 
of  H.  D. 

We  are  hopeful  because  of  the  amount  of  research  being  done,  but 
so  much  more  needs  to  be  done. 
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MAX  BARTLETT 

PITTSFIELD,  ILLINOIS  MAY  8,  1977 


My  first  wife,  Rusemay  Trautwein,  died  of  H.D.  We  have 
two  children,  one  of  whom  has  H.D.  at  present,  both  boys. 

She  was  one  of  six  children,  all  girls,  five  of  whom  died 
with  H.D. 


These  five  girls  were  the  mothers  of  thirteen  children, 
including  my  two  boys. 

To  the  best  of  my  knowledge  four  of  the  children  are  at 
present  afflicted  with  H.D. 

Of  course,  there  are  numerous  grandchildren  also  at  risk 
with  H.D. 

There  are  two  other  families  afflicted  with  this  disease 
in  this  county — Pike  County. 

I have  no  way  of  knowing  the  true  number  of  people  in  this 
county  who  are  at  risk  for  H.D. , but  there  must  be  at  least  50. 

Any  help  you  could  give  research  for  this  terrible 
affliction  would  surely  help  a lot  of  people  in  the  country. 
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SENATOR  BIRCH  BAYH 

INDIANA  OCTOBER  13,  1976 


I am  very  pleased  to  submit  testimony  to  the  Commission 
to  Control  Huntington's  Disease.  I find  it  gratifying  that  the 
Commission  is  holding  hearings  in  all  parts  of  the  country  to 
gather  information  on  the  medical  and  psychological  problems 
encountered  by  the  victims  of  this  disease  and  their  families. 

This  series  of  hearings  should  provide  information  to  help  the 
Commission  reach  their  goal  of  identifying  programs  and  initiating 
activities  that  will  aid  current  and  future  victims  of  this 
disease , 

I first  became  interested  in  Huntington's  disease  when  I 
talked  with  Mrs.  Marjorie  Guthrie  several  years  ago.  I was  most 
impressed  with  Mrs.  Guthrie's  Committee  to  Combat  Huntington's 
Disease.  The  Indianapolis  Chapter  of  the  Committee,  where  Dan 
and  Marian  Cline  are  co-presidents,  has  been  particularly  effect- 
ive. Because  of  the  Committee's  work  of  informing  the  public  and 
the  medical  profession  of  this  disease,  the  number  of  diagnosed 
cases  has  risen  from  6,000  to  25,000.  The  final  count  is  ex- 
pected to  be  closer  to  100,000.  Prior  to  the  work  of  the  Commit- 
tee, I,  like  many  other  Americans,  was  unaware  of  the  basic  nature 
of  this  disease.  Huntington's  disease  is  a fatal  degenerative 
nerve  disease  that  has  dramatic  symptoms.  The  victim  loses  con- 
trol of  his  body  one  muscle  at  a time  becoming  spastic  in  his 
movements.  In  some  cases,  the  victim  loses  control  of  his  mind 
as  the  disease  spreads  in  his  brain  and  cells  die. 

Inherited  from  a parent,  it  strikes  members  of  both  sexes 
as  they  reach  age  30  or  40.  It  is  a progressive  disease  leading 
over  a 15-year  period  to  a certain  death.  Because  its  symptoms 
first  appear  when  the  victims  are  past  child-bearing  age,  those 
suffering  from  Huntington's  disease  must  bear  the  added  agony  of 
knowing  that  they  may  have  passed  the  debilitating  gene  on  to 
their  children,  although  some  may  decide  against  beating  children 
knowing  that  they  may  possess  the  gene. 

Much  information  has  come  to  light  since  Dr.  George  Hunt- 
ington first  described  the  disease  in  1872.  However,  there  is 
much  still  to  be  learned. 

In  order  to  gather  this  needed  information,  I,  along  with 
Sen.  Dick  Clark  of  Iowa,  sponsored  legislation  in  1974 
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entitled  the  National  Huntington's  Disease  Control  Act.  That 
bill  was  added  as  an  amendment  to  the  Health  Revenue  Sharing  and 
Health  Services  Act  and  was  passed  by  Congress  with  some  modifi- 
cations. Unfortunately,  President  Ford  vetoed  this  bill,  stat- 
ing that  the  economic  ramifications  were  more  important  than  the 
health  programs  in  this  legislation. 

However,  when  Congress  reconvened  in  1975,  the  section  on 
Huntington's  disease  was  included  in  the  Nurse  Training  Act  of 
1975.  The  bill  was  enacted  into  law  by  July  1975.  Although 
the  President  again  vetoed  this  legislation.  Congress  wisely 
chose  to  override  the  veto  of  this  bill  which  contained  the 
important  section  on  Huntington's  disease. 

This  legislation  provided  for  the  establishment  of  the 
Commission  to  Control  Huntington's  Disease  which  I am  privileged 
to  submit  testimony  before  today. 

I want  to  commend  the  Commission  on  the  work  it  has  done 
to  date  and  I am  looking  forward  to  its  final  recommendations 
to  the  Congress  and  the  President  on  the  future  strategy  for 
combating  H.D.  Through  the  work  of  the  Commission,  Congress  will 
be  provided  with  guidelines  on  what  further  action  we  must  take 
and  how  we  should  concentrate  our  resources. 

A similar  commission  to  study  multiple  sclerosis,  also  a 
neurological  disease,  was  established  by  Congress  several  years 
ago  to  make  recommendations  on  how  to  best  handle  the  research 
into  this  disease.  The  Commission  reported  its  recommendations 
in  1974.  As  a result  of  that  report  there  are  presently  55 
research  grants,  including  five  clinical  research  centers,  eight 
contracts  and  24  projects  in  the  National  Institute  of  Neurologi- 
cal and  Communicative  Disorders  and  Stroke.  I hope  that  we  can 
see  similar  progress  in  research  for  Huntington's  disease. 

As  a member  of  the  Appropriation  Committee's  Subcommittee 
on  Labor-Health,  Education  and  Welfare,  I am  fully  committed  to 
doing  my  best  to  fund  programs  to  combat  this  disease.  I fully 
support  greater  government  support  for  Huntington's  disease 
research  and  programs  and  will  give  serious  consideration  to  the 
specific  recommendations  presented  to  Congress  by  the  Commission. 

I am  confident  that  if  we  bring  our  great  American  scientific  and 
technological  abilities  to  bear  on  the  Huntington's  disease  pro- 
blem, we  will  eventually  succeed  in  conquering  this  dread  disease. 
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MILDRED  L.  BELL 

QUINCY,  ILLINOIS  OCTOBER  22,  1976 


I am  very  interested  in  research  for  H.  D.  I had  a grandson  age 
19  years  die  with  it  in  May  1976  and  it  was  a blessing  for  him.  He  was 
practically  helpless.  I also  have  another  grandson  with  it  and  my  daugh- 
ter-in-law had  placed  both  of  her  boys  in  a nursing  home.  I also  have  a 
son  in  the  Veterans  Home  in  Quincy  and  he  can't  even  walk,  talk  or  feed 
himself.  He  is  also  helpless.  He  has  been  in  two  Veterans  Hospitals 
before  going  to  the  Veterans  Home  and  one  of  the  hospitals  said  he  had 
H.  D.  and  one  said  while  he  had  some  symptoms  of  it  they  didn't  really 
know  as  he  didn't  have  some  symptoms  of  it  too  so  I don't  really  know 
for  sure  if  he  really  has  it  or  not.  There  is  a great  need  for  a national 
program  for  it.  It  is  too  late  to  help  mine  but  I pray  they  will  find  a cure 
to  help  others  not  as  bad  as  mine.  I am  72  years  old,  a widow  on  social 
security  so  I can't  volunteer  to  help,  due  to  my  health  and  limited  income 
but  will  send  a small  check  now  and  then  as  I can  afford  it  and  pray  for 
the  best.  I have  collected  some  Betty  Crocker  coupons  and  if  they  are 
still  good  let  me  know  and  I'll  send  them  to  you.  My  health  will  not 
permit  me  to  come  to  the  Springfield  meeting. 
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MARGUERITE  A.  BERTAN 

MINNEAPOLIS,  MINNESOTA  FEBRUARY  10,  1977 


I am  one  of  nine  of  the  children  of  Joseph  Capistrant,  who 
was  the  fifth  generation  in  the  enclosed  report  from  the  Univer- 
sity of  Minnesota. 

All  of  us  lived  through  his  last  miserable  years  and  almost 
killing  our  mother,  until  he  was  made  a ward,  Mayo  Clinic,  under 
the  care  of  Dr.  Pearson. 

One  brother  died  at  sixty  years  from  a massive  heart 
attack . 

One  sister  died  at  58  years  from  leukemia. 

One  sister  at  56  years  has  spent  the  last  three  years  in 
the  New  Hope  Nursing  Home  in  Minnesota,  a victim  of  H.D. 

The  rest  of  us  are  question  marks  as  well  as  our  youngsters, 
which  total  thirty-nine  nieces  and  nephews. 

Other  report  was  written  by  my  grandson  at  15  years  of  age 
for  his  school  report,  so  at  all  ages  we  are  all  aware  of  what 
tomorrow  might  bring. 

We,  like  any  other  group,  need  to  raise  funds  to  keep  our 
scientists  working  and  sufficient  funds  for  research. 

Help  from  our  Government  is  a big  needed  must. 

Only  God  knows  our  answers  and  who  will  be  spared  from  this 
dreadful  thing,  but  through  research  some  might  be  spared. 
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WILLIAM  BOBERG 

EVANSVILLE,  INDIANA  DECEMBER  22,  1976 


My  wife,  Marvelle  Boberg,  is  a patient  in  a nursing  home 
ith  crippling  hereditary  Huntington's  disease,  age  43.  We 
ave  one  daughter,  age  15.  I would  like  to  see  another  bill  in 
the  Senate  and  Congress  for  research  on  Huntington's  disease. 

Any  kind  of  National  Health  Insurance  would  certainly  help. 
I paid  the  nursing  home  bill. 

Thank  you. 


3-146 


Chicago,  Illinois 


October  20,  1976 


MRS.  JANE  BOLDING 

CENTRALIA,  ILLINOIS  FEBRUARY  27,  1977 


My  mother  died  of  a pulmonary  2mbCo..Lsm  on  June  19,  1976. 

Her  death  came  swiftly,  thank  God  f^.  r that. 

The  doctors  in  this  area  know  very  little  of  Huntington's 
disease.  Mom  was  given  Valium  to  try  and  control  her  jerking 
movements.  At  times  when  she  became  extremely  uncontrollable, 
she  was  given  injections  of  Thorazine.  Mother  was  very  healthy, 
aside  from  the  Huntington's  disease.  Her  doctor  was  as  shocked 
as  we  were  when  she  passed  away. 

We  placed  Mom  in  the  Fireside  Nursing  Home  here  in  Centralia. 
These  people  knew  little  of  Mom's  condition,  but  took  her  will- 
ingly and  gave  her  much  love  and  attention. 

The  rates  at  the  nursing  home  climbed  rapidly.  We  had  to 
resort  to  putting  Mom  on  public  aid.  In  recent  months  the  nurs- 
ing homes  in  this  area  are  refusing  to  take  new  public  aid 
patients  because  public  aid  pays  so  little  for  their  care. 

So  I believe  that  the  care  of  H.D.  victims  is  one  very  important 
thing  for  your  committee  to  work  on. 

Needless  to  say,  an  early  diagnosis  and  definite  treatment 
are  our  major  needs.  These  cannot  be  accomplished  without  re- 
search. And  research  takes  money.  I am  sure  you  will  do  your 
best  to  see  that  our  needs  are  taken  care  of. 

Your  Commission  is  the  answer  to  our  prayers.  May  God 
bless  you  and  guide  you  in  your  decisions.  If  I can  be  of  fur- 
ther help,  please  let  me  know. 
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GOVERNOR  OTIS  R.  BOWEN,  M.D. 

INDIANAPOLIS,  INDIANA  OCTOBER  7,  1976 


It  is  a privilege  for  me  to  be  invited  to  submit  my  views  on 
the  problems  involved  in  the  control  of  Huntington's  Disease, 
particularly  in  efforts  to  develop  a comprehensive  national 
plan  to  better  the  lives  of  those  afflicted  along  with  their 
f ami  lies. 

As  a physician,  I have  had  an  opportunity  to  observe  and 
experience  some  of  these  problems  at  close  range.  First  of 
all,  it  appears  that  the  general  public  is  either  poorly 
informed  or,  in  many  cases,  misinformed  as  to  the  real 
nature  and  impact  of  Huntington's  Disease.  An  intensive 
information  and  education  program  is  urgently  needed  to 
correct  this  situation. 

High  priority  should  be  given  to  the  advancement  of  medical 
science  and  research  especially  in  prevention,  diagnosis, 
treatment,  and  cure  of  Huntington's  Disease  with  particular 
emphasis  toward  development  of  a test  to  identify  this 
disease  before  and  after  birth,  before  presently  known 
symptoms  appear. 

Very  desirable  would  be  the  establishment  of  a family  counseling 
program  which  would  include  assistance  to  victims  and  families 
in  meeting  social,  economic,  and  emotional  problems.  Referral 
to  proper  sources  of  professional  information  and  medical 
advice  is  extremely  important. 

It  is  my  hope  that  these  observations  will  be  of  assistance 
to  you  in  your  deliberations.  Please  be  assured  of  my  best 
personal  wishes  for  success  in  this  very  worthwhile  project. 
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THOMAS  BHOSMER 

.lASl^EK.  INDIANA  OCTOBER  13,  1976 


My  name  is  Tom  Brosmer.  My  wife's  name  is  Judy.  She  is  35 
years  old  and  has  H.  D.  It  started  showing  at  age  30.  We  have  five 
boys,  ages  6,  8,  10,  12,  14. 

Judy  is  having  problems  now  of  forgetting  things,  jerking  motions 
of  her  head  and  arms.  Her  housewife  duties  are  just  about  to  a stand- 
still. She  does  not  go  out  in  public  or  visit  relatives  much  like  before 
the  condition. 

There  is  friction  starting  against  our  boys  and  their  mother  because 
of  the  mental  and  frustrations  involved. 

She  has  been  in  the  hospital  two  times  the  last  at  Madison  State 
Hospital  for  three  weeks  for  rest  and  to  get  away  from  the  house  and 
children  for  awhile.  This  seems  to  help  to  some  extent.  In  June  of 
this  year  we  went  to  Bethesda,  Maryland  N.  I.  H.  for  an  interview  with 
Dr.  King  and  social  worker  Linda  Nee,  to  see  if  we  could  help  them  in 
research  or  they  help  us  in  this  disease.  We  have  since  been  going  to 
Evansville,  Indiana  to  Dr.  Anderson  at  Welborn  Clinic  for  consultations 
every  two  months. 

Her  condition  is  getting  worse  all  the  time  and  there  is  nothing  to 
do  but  keep  giving  her  sedatives  to  calm  the  movements.  I fear  the  day 
when  I must  tell  her  and  the  boys  that  she  will  never  come  home  from 
the  hospital  any  more. 

It  just  doesn't  seem  fair  to  put  this  condition  in  a state  where 
there  is  no  financial  help.  I have  tried  to  get  some  relief  from  Social 
Security  but  she  quit  work  when  we  got  married  and  now  that  she  would 
be  able  to  work,  she  has  this  condition.  It's  too  late  to  file  they  say. 

We  have  tried  welfare  but  my  $13,  000  a year  job  does  not  make  me 
eligible.  This  year  was  my  most  expensive  year  so  far.  Starting  off 
in  January  we  had  a savings  of  $1,  200  to  meet  expenses.  A loss  of 
$3,  000  which  I see  no  end  at  all  to  what  it  might  reach.  The  only  hope 
we  have  is  that  of  Dr.  Chase  and  others  who  are  working  on  this  disease. 
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Never  being  told  of  this  disease  until  ten  years  after  our  marriage 
and  five  children  that  you  can  easily  see  what  a shock  it  was  to  learn  of 
it  and  what  it  might  do  to  the  rest  of  the  family. 

Judy  has  a brother  who  is  40  that  also  is  affected  with  the  disease. 
He  was  forced  to  quit  work  two  years  ago  and  now  is  in  the  hospital. 

Her  father  has  moved  from  this  area  and  no  communication  with  him 
does  not  help  matters  either.  His  wife  died  at  age  46  with  the  disease. 

Since  March  of  this  year  we  have  been  talking  to  the  Madison, 

Ind.  Chapter  of  H.  D.  to  get  help  or  to  help,  but  that's  a three  hour 
drive  on  Wednesdays  only  and  my  job  holds  me  from  going  too  much. 
Madison  State  Hospital  has  the  best  facilities  and  information  on  this 
disease  we  have  found  yet  they  are  to  be  commended. 

Please  any  help  any  way  would  be  a blessing  to  us  and  any  other 
H.D.  families. 

Thanks  for  your  time. 

List  of  things  she  can  or  cannot  do  and  her  likes  and  dislikes. 

Cannot  think  very  fast. 

Cannot  drive  a car. 

Often  forgets  to  turn  off  stove. 

Washes  the  same  clothes  without  wearing  them. 

Always  late,  whatever  it  is,  going  to  drive-in  movie,  or  going 

to  boys'  ball  game. 

Never  gets  out  of  car  after  leaving  home. 

Likes  to  be  by  herself. 

Constant  movement  from  fingers  and  head. 

Constant  talking  in  low  tone  to  herself. 

Never  gets  up  in  morning  to  help  send  boys  off  to  school. 

Must  watch  television  all  day,  does  not  go  out  of  house. 

Must  be  forced  to  take  a bath. 

No  ambitions  whatsoever. 

Walking  is  unstable,  often  wobbly  or  losing  balance. 

She  likes  to  travel. 

Loves  to  watch  sports  on  T.  V. 

Likes  to  shop  in  department  stores. 

Knows  all  the  movie  stories  when  asked. 

Is  very  interested  about  her  condition. 


/ 
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SHAKON  BUHGMEIER 

N.  VERNON,  INDIANA  OCTOBER  14,  1976 


This  letter  is  so  hard  to  write,  because  the  disease  affects  our 
lives  so  much  I really  don't  know  where  to  begin. 

My  mother,  Helen  DeLay,  has  H.  D.  and  when  I was  living  at  home 
it  was  so  hard  to  understand  her  ways.  We  didn't  know  she  had  it  then, 
and  it  was  so  hard  on  me,  and  I'm  sure  she  went  through  hell,  my  Dad 
and  Mom  was  married  for  25  years,  my  Dad  didn't  know  she  had  it,  and 
he  left  her,  and  she  had  a breakdown,  then  she  just  went  downhill. 

Well,  now  I am  married  and  I know  every  day  of  my  life  I think 
about  it,  and  its  so  scary  wondering  if  I'll  be  next,  wondering  if  I'll  be 
able  to  take  care  of  my  husband,  and  my  home  and  myself,  being  able 
to  give  myself  a bath,  to  do  my  hair,  will  someone  have  to  take  me  to 
the  bathroom  or,  when  it  gets  so  bad  change  me  as  if  I were  a baby. 

Will  my  husband  be  able  to  handle  it,  or  will  I have  to  stay  in  a hospital 
10-15  years  or  more,  if  I'm  home,  will  it  upset  me  and  my  husband 
when  friends  come  over.  Will  they  treat  me  the  same  or  like  I'm  sick 
or  mentally  ill,  or  will  I lose  my  husband  over  this.  I'm  not  saying  he 
would,  I would  like  to  think  he  wouldn't  turn  to  someone  else,  but  when 
you  get  down  and  out,  then  you  have  fears  about  so  many  things.  I have 
seen  my  mother  a lot,  and  understand  that  she  can't  help  it.  She  stopped 
caring  how  she  looked  and  really  too  far  gone  to  care,  but  I just  don't 
think  I could  stand  it  if  everyone  seen  me  like  that.  If  I was  born  with  it 
I might  be  able  to  live  with  it,  but  to  live  less  than  half  of  your  life  being 
able  to  do  everything  and  then  not  being  able  to  do  anything  is  like  taking 
everything  away  from  you. 

I thank  you  for  taking  this  time  to  read  my  letter  on  my  personal 
feeling  on  H.  D. 
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MRS.  LOREN  R.  CARLSON 

HERON  LAKE,  MINNESOTA  APRIL  30,  1977 


I am  a 47-year-old  woman  with  a husband,  five  children 
and  one  grandchild.  I don't  fear  cancer,  heart  disease,  dia- 
betes or  any  of  those  killers;  I'm  scared,  scared  of  Hunting- 
ton's chorea. 

I was  29  years  old  when  I first  became  aware  there  was 
such  a thing.  An  uncle,  Russell  Bartholomew  of  Heron  Lake, 
was  affected.  He  was  to  many  doctors  and  clinics  before  they 
were  sure  what  he  had.  He  rolled  his  head  from  side  to  side, 
staggered  when  he  walked  (as  if  he  was  drunk) , and  gradually 
it  became  hard  for  us  to  understand  him.  He  died  from  the 
effects  of  H.D.  at  the  Maple  Lawn  Nursing  Home  in  Fulda, 
Minnesota. 

My  mother,  Russell's  sister  (Harriet  Bartholomew  Johnson) 
was  the  next  victim  in  our  family.  We  took  her  to  the  Mayo 
Clinic  in  May  1966.  The  doctors  there  confirmed  the  fact  that 
she  too  had  H.D.  She  died  February  15,  1971  at  the  Lakeview 
Home,  here  in  Heron  Lake;  she  choked  to  death.  Do  you  have 
any  idea  what  it's  like  to  watch  someone  you  love  die  from  this 
disease?  There  is  no  dignity  in  this  kind  of  death.  My 
mother  was  a warm,  loving,  patient  person.  At  the  time  of  her 
death,  she  couldn't  turn  the  pages  of  a magazine.  She  was 
like  a leaf,  falling  off  a tree,  wrinkly,  turning  brown,  curl- 
ing up.  The  tears  come  hard  and  fast  at  this  point  and  I 
think  maybe  if  I had  been  there  that  day  I could  have  helped 
her,  kept  her  from  choking,  but  I know  she  was  probably  happy 
to  be  released  from  all  this. 

At  the  present  time  I have  one  aunt,  Jean  Faye  Bartholomew 
Rost,  of  Ivanhoe , Minnesota.  She  has  H.D.  She  lives  in  a 
house-trailer  with  her  husband  and  can  do  a very  limited 
amount  of  things.  I am  terrified  to  visit  her.  I love  her; 
but  I think.  I'll  be  next,  then  my  kids. 

God  forbid  that  I should  have  this  and  ruin  the  lives  of 
my  children  whom  I love  very  much.  What  a legacy  to  leave 
them,  what  a financial,  emotional,  and  physical  burden  for  them 
to  bear. 
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I have  never  had  any  tests  to  see  if  someone  can  deter- 
mine if  I have  H.D.  I guess  I've  been  too  afraid  all  along; 

I only  know  my  memory  is  the  shortest  and  my  handwriting  gets 
worse  every  day. 

How  I wish  they  could  help  us.  How  I wish  they  could 
find  a cure.  I realize  this  letter  is  more  of  a cry  for  help 
than  anything  else.  In  1966  it  was  estimated  there  were  7 to 
10  thousand  victims.  Now  there  must  be  100,000  because  I'm 
sure  there  are  many  families  that  still  try  to  hide  the  fact 
that  someone  in  their  family  has  H.D. 

I have  no  solutions,  but  I do  have  faith  that  the  Commis- 
sion will  do  everything  humanly  possible  to  help  this 
unfortunate  group  of  citizens.  God  help  you. 
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MRS.  ORVAL  CARLSON 

ANOKA,  MINNESOTA  JUNE  15,  1977 


In  my  husband's  family  there  were  seven  children.  Six 
of  them  have  or  had  H.D.  I was  pregnant  with  my  son  when  we 
found  out  what  his  mother  had.  My  husband  has  been  12  years 
in  a V.A.  hospital  and  my  25-year-old  son  is  at  home  with  me 
yet,  but  this  has  forced  me  to  go  to  work  to  keep  things  going. 
My  husband  is  like  a vegetable,  he  can't  talk,  and  is  fed 
through  a tube  in  his  stomach.  Right  now  I have  a very  hard 
time  to  understand  my  son  and  he  chokes  a lot  when  eating, 
walks  like  under  the  influence. 

Of  all  the  diseases  I've  heard  of,  I'd  put  Huntington's 
as  the  worst.  It  is  inherited,  which  keeps  it  going  from  one 
generation  to  the  next.  Wc  have  also  had  two  suicides  in  the 
family  on  account  of  H.D.  We  really  need  research  on  this 
sickness  very  badly.  No  one  but  our  Heavenly  Father  above 
knows  the  heartache  that  goes  with  this  sickness  unless  you 
live  with  it.  Thank  you. 
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DOUG  CARR 

AUBURN,  WISCONSIN  APRIL  4,  1977 


I was  asked  to  write  concerning  the  problems  I have  had  in 
caring  for  my  father  who  has  Huntington's  chorea.  He  now 
lives  in  a rest  home  because  he  is  not  able  to  care  for  him- 
self. He  is  fortunate  in  that  he  has  enough  money  at  this 
time  to  live  in  a very  nice  home  where  they  have  accepted  him 
with  his  condition.  Financially,  however,  we  can  only  keep 
him  there  another  four  years  at  the  most. 

The  largest  problems  we  have  had  with  Dad  is  that  he  has 
very  few  hobbies  and  the  few  he  had  he  has  given  up  pursuing 
because  of  embarrassment  over  his  palsy.  His  mind  is  fairly 
alert  at  most  times  but  his  coordination  and  speech  is  bad 
and  .i  s a great  source  of  embarrassment  to  him. 

Because  of  his  condition.  Dad  has  been  taken  advantage  of 
in  financial  situations  which  I had  no  control  over  until  I 
hired  an  attorney  to  get  legal  guardianship  for  my  father. 

This  was  an  expense  on  both  our  parts.  I would  like  to  see 
some  form  of  legislation  to  help  protect  families  under  the 
same  situations  as  ours  without  going  to  the  expenses  that 
we  did. 
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SHARON  WHITLEY  CASEY 

CYNTHIANA,  KENTUCKY  MAY  6,  1977 


As  I look  at  my  experience  with  Huntington's  Disease,  I feel  like  I've 
lived  a nightmare.  Oh,  how  desperately  I wanted  to  know  what  was  wrong 
with  my  Mother.  She  had  hallucinations  and  choreatic  movements  which 
horrified  me  and  my  family.  Yet,  something  told  me  this  isn't  really 
Mother.  So,  after  five  years  of  various  struggles:  in-and-out  of 

hospitals  and  doctor's  offices,  we  got  a diagnosis.  Mother  wasn't 
crazy--she  had  Huntington's  Disease. 

The  particular  moment  of  finding  out  about  Huntington's  Disease  was  the 
highlight  to  my  nightmare.  It  was  the  point  where  one  wakes  up  and 
is  screaming  in  fear.  Then,  the  calming  climax  began.  I gradually 
came  down  off  of  the  mountain  of  fear.  I realized  that  there  is 
absolutely  no  hope  for  the  future  unless  I trust  in  a Creator  greater 
than  anyone  on  earth. 

Now,  I can  dream.  I realized  that  although  I may  be  stricken  with  H.D., 
I must  live  today  as  if  it  were  my  last.  One  particular  prayer  that 
has  a lot  of  meaning  is:  "God  grant  me  the  serenity  to  accept  whatever 

I cannot  change,  God  give  me  the  courage  to  change  whatever  I can,  and 
God  give  me  the  wisdom  to  know  the  difference  between  the  things  I 
can  change  and  the  things  I cannot  change."  Although  I cannot  change 
the  powers  of  creation,  God  has  given  me  a hope  and  a desire  to  live 
in  spite  of  a possible  horrifying  future. 
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MINNIE  CLARK 

(Typed  by  Kathryn  Swingle) 

COLUMBUS,  WISCONSIN  OCTOBER  23,  1976 


I,  Kathryn  Swingle,  have  typed  this  testimony  for  Mrs. 
Minnie  Clark.  I spilled  many  tears  while  doing  it,  because 
I know  every  word  is  the  absolute  truth. 

Marion  Striebel  and  I have  visited  Minnie's  home  more 
than  once. 

I would  suggest  that  you  read  the  last  two  pages,  first . 

It  appears  to  me  that  the  various  agencies  are  making  a 
"political  football"  out  of  Minnie's  circumstances! 

The  first  week  in  November,  I hope  to  have  an  appointment 
with  Senator  William  Proxmire  at  his  federal  office  in  Madison, 
Wisconsin.  Perhaps  he  will  be  able  to  cut  through  this 
tangled  mess  of  "red  tape." 
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You  may  use  my  full  name  and  address  found  at  the  conclu- 
sion of  this  testimony. 

When  I got  married,  I looked  forward  to  a life  of  happi- 
ness, but  instead  the  last  20  years  have  been  one  nightmare 
after  the  other. 

I knew  my  husband  was  nervous  and  high-strung,  and  that 
he  had  a lot  of  trouble  with  his  stomach.  My  father-in-law 
told  me  that  my  husband  had  stomach  trouble  as  a baby;  in  fact, 
they  thought  he  wouldn't  live. 

As  my  husband  grew  older  he  kept  having  more  trouble.  The 
doctors  said,  "Ulcers."  He  had  colitis  at  one  time.  He  doctored 
with  a well  known  specialist,  and  he  put  him  on  a strict  diet 
for  allergy,  which  cleared  the  trouble.  They  found  out  he  was 
allergic  to  germs,  mostly  the  flu  and  colds  type.  But  he  kept 
having  a reoccurrence  of  ulcers.  It  was  just  a "nip  and  tuck" 
game;  if  he  drank  milk,  the  allergy  flared  up;  if  he  drank  fruit 
juice,  the  ulcers  flared  up.  He  had  to  go  on  a cream  diet  until 
that  condition  cleared  up. 

During  World  War  II,  my  husband  worked  16-17  hours  a day 
in  the  war  effort  at  Fairbanks  Morse  in  Beloit,  Wisconsin. 

When  the  war  ended  in  May  of  1945,  I made  him  quit  as  he  was 
absent  from  work  so  much.  He  had  been  Production  Manager  in  the 
large  pump  department  and  supervised  a lot  of  workers.  He  was 
a highly  intelligent  person I He  could  remember  each  number  on 
each  pump  part.  These  numbers  consisted  of  10  or  12  digits. 

This  was  a very  responsible  position  I I told  him  I would  rather 
go  hungry  than  to  see  him  suffer  the  way  he  did.  He  used  to  lie 
on  the  bed  and  suffer  terrible  agony  from  the  pains  in  his  sto- 
mach . 


We  went  on  a farm  near  Elgin,  Illinois,  for  the  summer. 

His  arm  was  badly  injured  when  the  spring  on  a hay  baler  broke. 
He  seemed  more  sensitive  to  pain  than  the  average  person.  He 
couldn't  sleep,  so  he  couldn't  work,  and  he  lost  that  job. 

That  fall,  we  came  back  to  Beloit  and  he  wasn't  able  to  work 
all  winter  because  of  the  treatments.  So  I went  to  work  at  the 
hospital.  In  the  spring,  we  bought  a farm  near  Columbus, 
Wisconsin.  The  first  year  he  did  some  fencing  during  the  sum- 
mer, because  the  land  was  rented  to  the  canning  factory.  In  the 
fall,  he  bought  four  cows  and  a few  chickens.  He  picked  up  a 
little  carpenter  work.  My  Dad  came  to  live  with  us  and  he 
would  get  so  disgusted  because  my  husband,  Harold,  would  do 
everything  the  "hard  way."  He  would  try  to  show  him  an  easier 
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way  of  doing  things,  but  Harold  wouldn't  listen.  I always  said 
if  there  wasn't  a hard  way  to  do  something,  he  would  make  one. 

His  mind  was  beginning  to  deteriorate. 

We  made  some  profit  on  the  farm  from  1946  until  1951, 
because  our  two  sons  were  home  to  help,  but  when  the  youngest 
went  to  college,  and  the  oldest  went  to  the  Army,  my  husband 
couldn't  farm  successfully,  because  he  hired  boys  to  help  but 
his  management  was  so  poorl  We  sold  the  cows  and  started  with 
more  chickens  because  we  thought  it  would  be  easier  for  him  to 
handle,  but  his  management  was  worse  than  it  was  with  the  cows 
and  the  price  of  eggs  dropped  to  twenty  cents  a dozen. 

We  couldn't  go  on  losing  money,  so  I consented  to  sell, 
rather  than  cash-rent  the  land.  (I  had  tried  to  help  him  with 
chores,  so  that  tied  me  down  and  I couldn't  hold  a steady  job.) 

I began  selling  Watkins  products  and  still  do  it  part  time,  as 
I am  my  own  boss  and  put  in  whatever  time  I have  available. 

We  decided  to  build  a house  because  our  funds  were  dwind- 
ling. Harold  bought  a truck  franchise  (we  thought  he  couldn't 
get  laid  off  from  that)  but  there  wasn't  enough  business.  The 
company  gave  us  30  days  to  sell  as  they  were  afraid  my  husband 
would  get  hurt  handling  those  heavy  pieces. 

We  paid  my  daughter's  hospital  bill  because  her  husband 
had  no  insurance.  We  loaned  our  youngest  son  some  money  when 
he  was  building  a house.  (This  amount  was  never  repaid  because 
his  wife  used  the  money  when  they  sold  that  house.) 

We  just  had  $3,000  left  at  the  time  we  started  building 
so  we  finished  it  a little  at  a time.  I laid  all  the  floors  and 
built  my  own  cupboards  because  my  husband  wasn't  able  to  do  that 
anymore . 


My  husband  applied  for  Social  Security  Disability,  but 
they  turned  him  down.  They  said  he  had  to  have  15  quarters  out 
of  the  last  20  quarters.  (He  had  just  worked  a short  time  at 
the  canning  factory.)  After  four  or  five  months  they  agreed  to 
give  him  medical  aid  and  we  received  a little  extra  to  live  on. 

I couldn't  work  very  much  because  I had  to  assist  at  my 
daughter's  home.  She  was  married  in  1947.  When  her  oldest  son 
was  born  a year  later,  she  began  having  weak  spells.  We  didn't 
notice  the  change  in  her  like  others  did.  When  they  saw  her 
after  an  interval  of  time  they  would  ask,  "What's  wrong  with 
Winnie?"  She  had  been  a happy,  well  adjusted  teenager;  she  never 
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gave  us  any  trouble.  She  was  a loving  wife  and  mother  I They 
lived  upstairs  in  our  farm  home  so  we  were  together  all  the 
time . 


Most  of  the  time  my  son-in-law  didn't  have  any  food  in  the 
house,  so  I made  hot  dishes  and  took  them  to  their  apartment. 
Before  we  got  some  extra  financial  aid,  we  didn't  know  where  our 
next  meal  was  coming  fromi  If  it  v/asn't  for  my  Watkins  customers 
giving  me  surplus  foods  and  garden  produce,  we  would  have  gone 
hungry  I 


My  daughter's  second  son  was  born  in  1951.  He  had  serious 
intestinal  trouble.  From  the  day  he  was  born,  no  food  would  stay 
down  and  he  cried  with  a stomachache  most  of  the  time.  When  he 
was  nine  months  old,  the  doctor  said  he  had  a fj.oating  kidney. 

But  the  x-rays  showed  his  bowels  to  be  as  large  as  an  adults. 

Enemas  were  prescribed  and  after  several  weeks  of  this  procedure 
with  no  noticeable  results,  the  doctor  told  my  daughter  to  put 
a few  drops  of  peroxide  in  the  baby's  drinking  water.  The  poor 
baby  had  several  choking  spells  caused  by  long  strings  of  phlegm 
collecting  in  his  throat.  After  one  severe  choking  spell  he 
entered  the  emergency  ward  at  Madison  General  Hospital.  Oxygen 
and  a lot  of  prayer  brought  him  through.  He  remained  in  that  hos- 
pital for  eight  days,  was  brought  home  for  a week  and  was  taken  to 
Mayo  Clinic  in  Rochester,  Minnesota.  He  submitted  to  many  tests 
with  no  definite  diagnosis.  The  baby  was  sent  home,  very  anemic, 
and  the  enemas  were  to  continue  after  mineral  oil  had  been  injected. 
This  was  to  continue  until  he  was  three  years  old.  He  gained  just 
five  pounds  from  birth  to  his  first  birthday.  When  he  was  three 
years  old,  a colon  and  rectum  specialist  found  a membrane  growing 
four  inches  from  the  opening.  The  removal  of  this  membrane  did 
help  some.  When  he  was  12  years  old,  those  four  inches  of  the 
colon  were  removed  as  there  were  no  nerves  in  it.  When  he  was  17 
he  was  in  the  hospital  for  a check-up  and  they  told  him  he  would 
still  grow  to  be  six  feet  tall. 

He  graduated  in  1970 — valedictorian  of  his  class.  People 
couldn't  believe  he  was  graduating,  but  he  WAS  a brilliant  student. 
He  had  a couple  of  blackouts  before  he  graduated.  During  his 
second  quarter  of  college,  the  doctor's  diagnosis  was  "Epileptic 
seizures."  After  these  seizures  were  put  under  control,  he  aban- 
doned the  hope  of  becoming  a minister  and  took  up  accounting  at 
a business  college. 

He  went  into  Portland  Hospital  in  August  of  1975  for  some 
severe  tests  as  the  doctors  were  looking  for  a possible  tiimor  on 
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his  pituitary  gland  because  of  his  delayed  growth,  and  the 
medication  wasn't  entirely  successful.  They  didn't  find  a 
tumor,  but  they  did  find  that  he  had  Huntington's  disease. 

He  came  to  the  midwest  to  visit  me  and  went  to  a health 
clinic  where  he  was  taken  off  his  medication  and  put  on  a strict 
diet.  In  a short  time,  he  was  sent  to  Seale,  Alabama.  His 
seizures  were  down  to  one  a week  and  he  had  faith  the  Lord 
would  heal  him.  He  had  a seizure  while  out  v/alking,  fell  face 
down  and  smothered  I He  was  25  years  old  and  still  V7ore  size 
14  clothes.  And  so  my  grandson.  Gene,  left  this  earth. 

I believe  all  the  strain  my  daughter  was  under  while  Gene 
was  a baby  took  her  down  faster  than  if  she  had  had  things  eas- 
ier. She  had  a third  son  in  1955.  Her  husband  took  her  to  a 
nerve  specialist  in  Madison.  She  was  hospitalized  for  two  weeks 
and  they  said  it  was  a pinched  nerve.  Two  years  later,  her 
husband  took  her  to  a specialist  in  Hinsdale,  Illinois,  and  as 
soon  as  he  saw  Winnie  he  said  it  was  Huntington's.  He  said  they 
knew  in  Madison  but  didn't  have  the  heart  to  tell  them. 

My  son-in-law  was  very  upset  and  blamed  us  1 He  said  we 
knew  it  was  in  the  family  and  didn't  tell  him--but  WE  DIDN'TI 
That's  the  first  we  knew  that  my  husband's  trouble  was  H.D.I 
We  had  known  that  his  mother  died  at  35  but  they  told  us  she  had 
heart  trouble.  (She  was  never  shaky.)  The  grandmother  and  an 
uncle  were  in  Kalamazoo  Mental  Hospital.  So  they  must  have  had 
severe  cases.  The  grandmother  was  very  mean  I 

My  daughter  couldn't  do  much  cooking,  because  she  was  so 
shaky --in  fact,  she  didn't  exercise  much  at  all  and  becam.e 
weaker  very  fast.  She  wasn't  able  to  feed  or  dress  herself  for 
a year  before  her  husband  put  her  in  a county  hospital.  She 
was  here  for  three  years  before  she  died  at  the  age  of  40.  She 
had  lost  her  speech  entirely  and  became  a helpless,  pitiful 
specimen  of  hum.anity!  She  had  pneumonia  in  the  spring  and  a 
high  temperature  in  July  after  which  she  received  IV  feedings 
for  six  weeks.  She  lost  complete  control  of  her  throat.  I 
wouldn't  sign  for  a tracheotomy  because  I wouldn't  prolong  her 
life  even  for  one  hour  in  her  condition.  She  laid  those  last 
eight  days  and  v/asn't  able  to  swallow  even  a drop  of  water.  She 
was  dehydrated  to  just  skin  and  bones.  I prayed  for  three  years 
that  the  Lord  would  lay  her  to  rest,  but  the  Lord  does  things  in 
his  own  good  time. 

She  died  11  months  after  my  husband'. 
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My  son-in-law  came  every  other  week  to  see  Winnie  until 
he  got  involved  with  his  sister's  girlfriend  who  had  left  her 
husband  and  got  a divorce.  He  was  warned  about  this  association 
and  knew  it  would  have  to  come  to  an  end  or  he  would  lose  his 
job.  But  his  female  friend  was  looking  for  a "meal  ticket"  and 
he  ended  up  selling  his  house  and  moving  to  town.  She  moved  in 
with  him  (with  her  three  children)  . They  lived  together  for  a 
year  before  Winnie  passed  away.  (They  were  married  five  days 
after  Winnie's  funeral.)  He  didn't  go  to  see  Winnie  for  18 
months  and  he  wouldn't  let  the  three  sons  go  to  see  their  mother 
because  he  thought  it  would  affect  them  emotionally. 

I phoned  him  each  time  Winnie  suffered  a weaker  spell, 
and  one  time  he  did  call  the  doctor,  but  not  again  because  he 
said  the  doctor  had  been  sarcastic  to  him.  I told  him,  "You 
know  the  doctor  can  only  do  so  much.  He  can't  MEND  A BROKEN 
HEART : " 

I stayed  all  day  during  Winnie's  last  eight  days,  and  I 
called  the  nurses  when  Winnie  breathed  her  last.  The  nurses 
were  worried  that  I would  give  out.  I shook  like  a leaf  the 
last  week  she  lived. 

When  my  son-in-law  got  "involved,"  people  said,  "Get  his 
housel  Get  the  boysl  Get  this!  Get  thatl"  I thought  I would 
lose  my  mind.  Finally  I said,  "Lord,  you  take  overl"  I knew 
I couldn't  do  justice  to  the  boys  because  my  husband  needed  all 
the  care  I could  give  him.  Those  boys  needed  their  Dad  even 
though  he  was  making  a moral  mistake.  They  needed  the  security 
of  his  home. 

I tried  through  the  welfare,  the  judge  and  our  minister 
to  get  him  to  at  least  take  the  boys  to  see  their  mother--but 
all  such  pleadings  were  ignored.  My  son-in-law  finds  it  hard 
to  face  reality!  I said  something  to  a co-worker  of  his  about 
he  should  go  to  see  Winnie.  The  answer  was,  "He  doesn't  love 
her  any  more,  so  how  could  he  bear  to  see  her?"  I replied, 
"Isn't  there  a Christian  duty?" 

The  Lord  is  supposed  to  give  you  the  grace  to  stand  up 
under  any  burdens  He  gives  you,  but  I have  found  that  some 
people  can't! 

When  my  husband  was  in  the  University  Hospital  in  Madison, 
April  1967,  the  doctor  told  me  that  my  husband's  stomach  was 
just  like  his  hands  and  feet--that's  why  his  stomach  bothers 
him  all  the  time.  He  was  very  spastic  and  convulsive.  He  wore 
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a hole  in  the  rug  by  the  window  where  he  sat.  However,  he 
never  lost  his  speech.  Many  times  I had  trouble  trying  to  get 
him  to  the  bathroom  because  his  arms  and  legs  would  flail  out 
in  all  directions.  During  his  last  days,  he  fell  out  of  bed 
more  than  once.  Finally,  all  medication  was  removed  and  just 
sleeping  pills  were  used.  He  lay  quiet  for  two  days,  then  the 
death  rattle  started  and  he  died  within  a short  time.  (My 
son-in-law  came  the  last  minute  to  the  funeral,  and  left  right 
away--no  one  had  a chance  to  talk  to  him.) 

In  1967  when  my  husband  was  in  University  Hospital  in 
Madison,  we  signed  papers  for  them  to  go  back  to  Michigan  and 
locate  Harold's  ancestors.  We  told  the  doctors  we  suspected 
my  younger  boy  was  showing  symptoms  of  Huntington's.  They  asked 
him  to  come  in  for  tests  and  he  took  his  three  sons  in  also. 

They  asked  him  to  come  in  once  a month  so  they  could  watch  the 
progress  of  the  illness.  Six  months  after  my  husband  passed 
away,  they  told  him  each  test  would  cost  him  $100.00.  So  my 
son  quit  going.  I think  they  ran  out  of  research  money  because 
Dr.  Hansotia  left  for  England.  (He  specializes  in  Huntington's 
treatments . ) 

My  younger  son,  Jerry,  was  taking  Valium  until  he  couldn't 
afford  to  pay  for  it.  He  was  laid  off  from  his  farm  work  in 
March  of  1971  where  they  had  been  living  in  a tenant  house.  His 
wife  bought  a house  trailer  and  they  moved  into  town.  He  hasn't 
had  any  work  since  then.  His  wife  kept  him  until  November  13, 
1973,  then  she  asked  me  to  take  him  or  he'd  have  to  go  to  a nurs- 
ing home.  She  promised  to  give  me  $80.00  a month  as  she  needed 
the  rest  of  his  disability  check  to  live  on.  I couldn't  see  him 
going  to  a nursing  home  because  he  wasn't  that  bad.  (He  was 
losing  control  of  his  bladder  so  I think  she  didn't  want  to  bother 
with  him.) 

I gave  him  vitamins  and  better  meals  and  he  did  improve 
for  a year.  Since  the  spring  of  1975  the  bladder  weakness  is 
worse.  He  has  lost  his  speech  and  at  times  his  mind  seems  like 
it's  paralyzed.  He  doesn't  understand  what  I say;  other  times 
he  isn't  so  bad.  He  can't  dress  himself.  He  either  gets  his 
pants  on  backwards  or  inside  out.  He  gets  his  pajamas  all 
twisted.  I lay  them  out  straight  and  he  turns  one  sleeve  inside 
out,  but  he  can  still  get  it  on  by  twisting  it  in  the  back. 

He  still  walks  fairly  well. 

In  December  1975,  I took  Jerry  to  Marshfield  to  see  Dr. 
Hansotia.  The  medicine  he  prescribed  made  Jerry  worse.  His 
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hands  turned  blue  and  got  ice  cold.  When  the  dosage  was 
lowered,  Jerry  lost  control  of  his  legs  and  his  bowels.  He 
isn't  on  any  medication  now. 

I applied  to  Social  Services  three  years  ago,  but  his  wife 
didn't  want  to  lose  his  Social  Security  check  so  she  wouldn't 
let  them  know  when  they  could  talk  to  her.  I didn't  push  it 
because  she  had  the  two  boys  in  school.  But  Jerry  started 
getting  weaker  a year  ago,  so  I applied  again  to  Social  Ser- 
vices. They  didn't  do  anything  for  two  months;  then  they  told 
me  to  apply  to  Social  Security  for  SSI.  They  wouldn't  do  any- 
thing until  I got  his  Social  Security  check.  So  I applied  in 
October  and  got  it  in  February.  Then  I reapplied  as  directed 
They  turned  me  down  after  30  days;  they  said  he  didn't  need  any 
more  income  as  long  as  he  stayed  with  me — I should  go  back  to 
Social  Services  for  Medical  Aid.  I applied  again  to  Social 
Services;  they  turned  me  down  again — they  said  his  wife  earned 
too  much  and  I should  go  to  Legal  Aid  and  get  a separation  for 
Jerry  from  her  so  she  wouldn't  be  responsible  for  his  debts. 
Legal  Aid  wouldn't  do  anything  for  me  because  of  her  "too  large" 
income.  So  I offered  her  (at  Legal  Aid)  the  $300  so  she  could 
have  a guardian  appointed  and  get  a separation.  She  gave  me 
the  "runaround"  for  two  months  and  finally  admitted  she  didn't 
know  how  to  handle  it.  (I'm  telling  you  about  how  the  lady 
handled  my  case  at  Legal  Aid.)  Then,  this  lady  turned  it  over 
to  her  husband's  law  office. 

I got  in  touch  with  the  Attorney  General's  office  and 
his  secretary  tried  to  help  me.  She  went  with  me  to  see  Mr. 
Olson  (the  Legal  Aid  lady's  husband).  He  gave  me  the  runaround 
for  a month  and  finally  wrote  that  he  was  going  on  two  weeks 
vacation.  So  I gave  up  on  himl 

I tried  to  tell  my  daughter-in-law  to  get  the  separation, 
but  her  lawyer  told  her  it  was  easier  for  me  to  get  the  separa- 
tion. So  I'm  caught  between  two  factional 

The  Marshfield  Clinic  is  pressing  me  for  the  $355.00  bill 
for  those  two  office  calls  and  I wrote  to  them  about  the  pro- 
blems I'm  having  trying  to  get  financial  help  for  Jerry,  my  son. 
Their  secretary  called  this  morning  and  said  I should  pay 
$10.00  a month  from  his  disability  check  on  that  bill.  She 
said  that  I should  have  Part  B of  Medicare  that  pays  doctors. 

So  I called  Social  Security  right  away  and  they  said  Jerry 
can't  apply  for  it  now;  he  could  only  get  it  when  he  first 
applied  for  Medicare.  They  told  me  I should  apply  to  Social 
Services.  I told  them  I had  filled  out  applications  three 
times  and  was  turned  down  each  time. 
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Then  they  said  I should  go  up  to  the  Social  Security 
Office  in  Fond  du  Lac  in  person  and  take  Jerry  with  me  to  fill 
out  another  application.  That  means  50  miles  for  me  to  drivel 
I feel  as  though  I'm  wasting  my  time  to  try  againi  It  looks  like 
they  are  trying  to  force  me  into  putting  him  in  a nursing  home  I 

I had  a hearing  in  Juneau  four  weeks  ago  with  a state  rep- 
resentative and  I haven't  heard  from  them.  The  man  who  came 
from  the  state  said  Jerry's  wife  is  supporting  two  sons  and  they 
should  take  that  into  consideration.  He  said  Jerry  should  have 
more  income  too. 

Jerry  went  four  years  to  college  and  had  one  year  of  medi- 
cal school.  He  was  on  the  honor  roll,  and  now  he  can't  even  write 
his  own  nameJ  He  was  always  a willing  worker.  Now  he  tries  to 
help,  but  can't.  I dread  to  think  of  him  getting  in  the  same 
condition  as  Winnie  before  she  passed  away.  His  wife  doesn't 
come  to  see  him,  and  when  I take  him  to  see  her,  she  is  very 
indifferent.  She  can't  face  this  illness.  She  worked  while 
Jerry  went  to  school,  so  it  was  a big  disappointment  when  he 
couldn't  finish  school.  We  put  a lot  of  money  into  his  education 
because  we  paid  tuition  and  paid  for  their  car. 

My  daughter's  oldest  boy  had  gastritis  when  he  was  in  his 
second  year  of  college.  He  had  another  spell  when  he  was  taking 
a real  estate  exam.  It  wouldn't  surprise  me  if  this  was  Hunting- 
ton's. He  was  married  last  year.  They  talked  to  the  bride  and 
her  mother,  so  they  agreed  not  to  have  children. 

My  older  son  doesn't  show  signs  of  H.D.,  but  his  oldest  boy 
has  been  on  tranquilizers  for  two  years.  Their  family  doctor 
insists  he  doesn't  have  H.D.,  but  I told  them  the  doctors  in 
Madison  told  me  one  generation  can  have  H.D.  so  lightly,  they 
don't  know  they  have  it,  then  the  next  generation  will  have  a 
severe  form  of  H.D. 

If  I had  known  about  H.D.  in  our  family  when  our  children 
were  small,  I would  have  been  most  suspicious  of  Bob,  my  older 
son,  because  he  chewed  his  fingernails.  He  would  get  spells 
when  he  couldn't  keep  anything  in  his  stomach,  and  to  this  day 
his  stomach  is  a little  touchy. 

I took  care  of  my  husband  until  he  passed  away,  then  I did 
what  I could  for  my  daughter  and  her  family.  Everyone  advised 
me  not  to  bring  her  home,  as  I had  my  hands  full  with  my  husband. 
Then  I tried  helping  my  grandson,  now  my  son. 
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After  49  years  of  sickness  and  the  last  20  years  a real 
NIGHTMARE,  I'm  lucky  to  have  my  right  mind  and  have  been  able 
to  keep  up  physically.  I'm  69  years  old  and  after  being  tied 
down  seven  days  a week,  24  hours  a day,  I think  I have  earned 
a "break." 

Instead  of  the  "runaround,"  I NEED  HELPI 

This  constant  nursing  is  bad  enough,  but  when  you  can't  do 
anything  to  relieve  their  condition  and  you  have  to  see  them 
deteriorate  into  such  helpless,  hopeless  humans — not  able  to 
communicate — it's  more  than  a person  can  take  I 
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VAL  CLEAR 

ANDERSON,  INDIANA  SEPTEMBER  30,  1976 


Because  it  is  not  a common  affliction,  Huntington's  Disease  has 
not  received  the  attention  it  ought  to  have  from  the  National  Institute 
of  Health.  I am  writing  to  urge  that  sufficient  funds  be  made  available 
and  adequate  programming  be  provided  to  meet  the  needs  of  persons  who 
suffer  from  the  ailment,  and  their  loved  ones  who  suffer  also. 

One  of  the  finest  families  I have  ever  known  has  been  devastated 
by  this  disease,  and  they  have  been  forced  to  face  it  almost  entirely 
with  their  own  resources.  Government  and  private  foundations  have  been 
generous  in  meeting  the  needs  of  persons  involved  with  other  diseases, 
but  Huntington's  Disease  has  been  largely  overlooked,  and  its  victims 
are  doubly  unfortunate.  Paul  was  one  of  the  most  promising  young  men 
I have  ever  had  in  my  classes.  He  became  a popular  young  minister  with 
a significant  contribution  in  the  communities  where  he  served,  until  the 
symptoms  began  to  appear.  He  had  not  known  of  the  meaning  of  having 
children  and  now  his  family  is  of  child-bearing  age,  facing  excruciating 
decisions.  Paul,  almost  totally  incapacitated,  has  been  institutionalized 
for  several  years.  He  does  not  recognize  the  members  of  his  family,  is 
tragically  incompetent.  Part  of  the  tragedy  is  the  helplessness  of  the 
family  in  their  efforts  to  continue  to  express  to  him  the  love  that  they 
continue  to  feel  very  deeply. 

This  is  a horrible  disease  to  have  propagated  in  our  land,  and  funds 
and  staff  should  be  made  available  to  deal  with  it  at  the  proper  levels. 
Not  only  money  is  needed;  education  and  research  likewise  are  important. 
But  there  seems  no  place  to  turn  for  help  other  than  the  Institute  of 
Health,  and  I urge  you  to  respond. 

If  there  should  be  any  specific  way  in  which  I could  be  helpful, 
such  as  supporting  legislation,  I would  be  more  than  happy  to  cooperate. 
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DAN  & MARIAN  CLINE 

INDIANAPOLIS,  INDIANA  OCTOBER  4,  1976 

In  dealing  with  HD  families  for  the  past  five  years  in 
this  community , we  have  come  to  comprehend  their  problems  first 
hand.  There  are  250  families  on  our  mailing  list. 

The  basic  conflict  surrounding  all  of  the  medical  and 
emotiona 1 problems  encountered  are  due  to  the  fact  that  there 
is  no  special  federal  or  state  plan  to  deal  with  HD  patients 
and  their  families . There  is  no  central  point  to  begin  with, 
and  often  this  has  a great  deal  to  do  with  the  amount  of  stress 
on  families  and  patients. 

Diagnosis  is  difficult  to  receive  without  a neurologist 
or  other  doctor  who  happens  to  have  past  experience  (a  rarity). 
Sometimes  a patient  goes  on  for  years  without  a proper  diagnosis . 

Treatment  is  received  the  same  manner  as  diagnosis . Family 
physicians  mean  well,  but  often  their  method  of  treatment  is 
inadequate  because  of  their  lack  of  knowledge. 

Counseling  to  the  patient  and  family  can  be  frustrating 
because  they  don't  ordinarily  understand  the  situation  entirely. 

The  HD  family  or  at-risk  families  are  faced  with  a great 
deal  of  discrimination . Insurance  companies  with  high  risk 
policies  are  all  that  is  offered. 
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Adoption  agencies  discriminate  against  families  who  wish 
to  adopt  because  of  the  risk  of  exposing  the  adopted  infant. 

It  is  this  very  thing  that  often  discourages  couples  from  adopt- 
ing (they  are  told  to  adopt  time  and  time  again)  and  in  frus- 
tration, begin  their  own  families. 

HD  is  a financial  disaster . It  can  take  a prosperous 
middle  class  family  down  to  its  knees  within  four  years  after 
the  onset,  and  the  only  thing  left  is  welfare. 

At-risk  individuals  who  wish  to  retire  from  their  place 
of  employment  are  often  discriminated  against.  They  don't 
like  to  take  the  chance  of  having  someone  on  the  job  who  may 
become  incompetent.  If  the  patient  has  been  employed,  pro- 
bably the  most  devastating  thing  that  happend  to  them  person- 
ally is  to  lose  their  job;  their  income  and  self-esteem . This 
is  the  real  beginning  of  their  stress  problems . They  become 
concerned  over  the  family  budget,  the  pressures  on  the  spouse, 
and  the  children's  and  spouses  reaction  to  his  staying  at 
home  until  he  is  ready  for  an  institution . 

Genetic  counseling  is  one  of  the  best  resources  available 
to  patients  and  families,  but  is  limited  primarily  to  regions 
with  large  medical  schools.  These  counselors  also  usually 
provide  referrals  to  other  specialists  to  assist  different 
members  of  the  family  in  addition  to  referring  the  patient  to 
a neurologist.  These  specialists  and  neurologists  have  the 
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experience  that  is  necessary  to  treat  patients  and  family 
members . 

These  three  basic  resources  should  be  the  tools  utilized 
in  dealing  with  our  people.  Perhaps  special  programs  could  be 
developed  for  each  potential  member  of  the  family;  the  spouse, 
the  child,  the  teenager,  young  marrieds , as  well  as  the  patient 
himself. 

The  only  institution  available  are  nursing  homes  and  mental 
hospitals.  Nursing  homes  vary,  hut  for  the  most  part,  HD  is 
not  understood,  and  the  patient  is  shut  off  in  a room  and  left 
to  die.  Mental  hospitals  aren't  even  the  place  for  HD  patients . 
They  are  not  mentally  illl,  but  they  may  be  by  the  time  they 
have  been  in  a mental  institution  long  enough.  However,  mental 
hospitals  as  a rule,  do  have  a better  understanding  of  HD,  and 
make  some  effort  to  cater  to  their  needs. 

We  believe  in  our  cause.  That  is  why  we  all  worked  so 
hard  to  bring  about  the  Commission , and  we're  proud  of  this  ac- 
complishment. By  the  end  of  your  year,  we  hope  you  will  come 
to  comprehend  our  cause.  And  based  on  the  kind  of  people  in 
CCHD,  no  doubt  you'll  know  us  well. 
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MARIAN  CLINE 

INDIANAPOLIS,  INDIANA  OCTOBER  7,  1976 

My  story  is  just  as  dramatic  as  any  of  them.  I was  13  when  my  mother 
began  having  a nervous  breakdown,  and  by  the  time  I was  14,  she  was  diagnosed 
with  HD. 

Mother's  father  could  have  saved  us  a year  by  telling  dad  what  was  coming 
on  but  he  didn't.  He  had  been  advised  by  his  minister  not  to  tell  any  of 
the  children  what  his  wife  had,  but  to  leave  it  in  the  hands  of  God.  Mom 
was  the  first  of  his  children  to  develop  HD  at  34. 

Before  she  had  been  diagnosed,  she  had  been  in  and  out  of  pschiatrists 
hospitals  and  couches.  Finally,  when  it  came  to  the  point  that  she  no  longer 
knew  who  any  of  us  were  (I  recall  her  coming  into  my  bedroom  at  night  asking 
who  I was),  dad  was  advised  to  place  her  into  LaRue  Carter  Mental  Hospital 
(a  one  year  temporary  institution).  A few  weeks  after  she  had  been  there, 
they  inquired  about  the  family  history.  Dad  discussed  this  with  an  aunt  be- 
cause he  couldn't  recall  what  kind  of  "nervous  condition"  grandma  had  had. 

It  was  at  this  time  that  she  told  dad  she  was  breaking!  vow  to  grandpa  when 
she  told  him  she  had  investigated  grandma's  illness  following  her  death  and 
confronted  grandpa  with  it,  and  he  begged  her  not  to  tell  the  family. 

After  a discussion  with  the  staff  at  LaRue,  dad  took  me  out  and  told  me 
about  mom  and  the  possibility  of  my  brother  and  I inheriting  it.  My  brother 
was  only  8 at  the  time. 
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I took  over  the  household  chores  and  became  a sub-mother  to  my  brother. 

As  young  as  he  was  he  took  the  attitude  to  ignore  it  as  much  as  possible, 
and  he  spent  a good  deal  of  time  away.  So,  cbd  and  I had  two  problems  to  be 
concerned  about.  When  mother  began  to  get  worse,  so  did  we.  After  a while, 
you  feel  like  you  could  use  a psychiatrist  yourself. 

A few  years  after  mother  was  diagnosed,  dad  had  to  begin  taking  tranquili- 
zers to  help  him  cope. 

After  her  year  at  LaRue,  she  was  in  and  out  of  hospitals.  This  occured 
when  she  went  into  another  stage.  She  would  stay  about  two  weeks  as  a time. 

We  were  just  lucky  that  she  had  worked  twenty  years  and  so  happened  to 
have  an  excellent  disability  health  insurance.  Even  this  however,  in 
addition  to  her  Social  Security  payments,  was  not  sufficient  to  cover  her 
medical  bills  many  times,  so  the  financial  aspect  was  a constant  strain. 

When  mother  first  came  home  from  LaRue,  it  wasn't  too  bad  for  her  to  be 
alone  all  day,  but  little  by  little,  certain  chores  were  taken  away  from 
her  so  she  wouldn't  hurt  herself.  This  is  a strain  on  the  entire  family 
when  they  are  away  from  home. 

Six  months  before  she  died,  she  was  placed  into  a state  mental  institution. 
Mental  institutions  just  isn't  the  place  for  HD  patients.  There  was  no  one 
for  her  to  relate  to  except  the  staff.  We  were  fortunate  that  the  superin- 
tendent of  the  hospital  was  very  understanding.  He  and  the  staff  were  quite 
aware  of  what  HD  is  because  they've  always  had  HD  patients  to  take  care  of, 
as  there  is  a higher  prevalence  of  HD  in  southern  Indiana.  Because  mother 
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needed  so  much  attention,  she  had  to  be  kept  with  other  near  invalids  and 
invalids  who  were  many  years  older  than  herself.  This  institution  was  80 
miles  from  home,  but  we  felt  more  secure  knowing  she  was  receiving  the  best 
care  possible. 

After  I was  married  (and  got  involved  in  CCHD),  the  entire  family  went 
to  the  lU-PUI  Dept,  of  Medical  Genetics,  to  the  HD  Cline.  We  felt  that  this 
was  some  of  the  best  counseling  available.  They  also  can  refer  members  of 
the  family  to  other  departments  within  the  Medical  Center,  in  addition  to 
referring  the  patient. 

I feel  that  this  method  should  be  utilized  and  coordinated  with  specific 
programs  for  each  member  of  the  family;  children,  teenagers,  spouse, 
young  marrieds,  etc. 

I also  feel  that  the  patients  should  be  housed  in  state-wide  or  regional 
locations  so  special  programs  can  be  implemented  for  them. 

When  I left  home  I was  frustrated  about  my  mother  and  family,  and  I felt 
like  there  must  be  something  I could  do.  I kept  looking  until  I found  CCHD. 
I got  involved  five  years  ago,  and  the  more  I work,  the  better  adjusted  I 
feel.  Until  I joined  the  committee,  I didn't  know  any  other  families  with 
HD.  It's  a pretty  lonely  feeling.  In  CCHD,  we're  a real  family  of  brothers 
fighting  for  our  very  lives. 
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MRS.  RALPH  CORNELL 

S.  BELOIT,  ILLINOIS  FEBRUARY  23,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 


1,  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  (My  late  husband's  family  and  our  family.) 

Five . 

How  many  are  afflicted  now?  ^ of  our  children,  one  sister 
of  my  late  husband. 

How  many  are  "at  risk?"  Four  of  our  children. 


This  disease  is(  not  in  my  family  ^but  I am  writing  for  a 
/27  Male  Female  Friend.  g^t  my  late  husband's. 

He  died  having  Huntington's. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  My  late  husband  was 
diagnosed  at  VA  Hospital  in  Madison.  Our  two  children  were  at 
Singer  Zone  Center,  Rockford,  Illinois. 

What  problems  had  to  be  met? 

My  problem  was  no  one  in  the  family  told  me  of  Huntington's 
until  after  we  had  7 children.  I found  out  when  my  late 
husband  was  at  VA  Hospital  in  1966.  He  killed  himself 
the  following  year.  In  196P  I had  to  commit  our  youngest  son 
to  state  institution.  Our  daughter,  who  has  Huntington's, 
was  in  Singer  Zone  Center  for  two  years  and  is  now  living 
with  my  oldest  daughter  in  White  Water,  Wisconsin. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
I think  I detailed  these  in  Question  2, 


Were  there  any  financial  troubles? 

Yes.  The  state  had  to  be  paid  for  my  son's  keep  and 
this  had  to  come  from  a trust  set  up  by  my  family  for 
educating  my  children. 

Was  there  difficulty  with  an  insurance  problem  or  disability 
payments?  My  late  husband  received  disability  without  any 
problems  and  daughter  Kathryn  is  currently  receiving  SSI 
in  State  of  Wisconsin.  Son  David  in  Dixon  Mental  Hospital 
receiving  survivors'  from  late  father. 

Was  there  an  employment  problem? 

Kathryn,  my  daughter  living  in  White  Water  and  is  now  21 
years  old,  cannot  nor  has  not  ever  been  able  to  hold  a job. 
She  just  sits  all  day  long.  It  is  most  heartbreaking. 


How  were  your  requests  for  assistance  received  or 
refused? 

I made  no  requests . 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

It  hasn't  directly  affected  my  social  life  but  my  daughter 
Margaret  has  the  full  responsibility  of  Kathryn  who  has 
Huntington's  and  therefore  she  is  the  one  closest  to  the 
situation . 


Has  there  been  extra  stress  placed  on  your  children? 

As  I say,  my  oldest  daughter  is  meeting  the  stress  and 
strain  of  having  Kathryn  in  her  home. 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

/~^  More  and  better  research. 

/}c7  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/3^  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 


I don't  want  to  remain  anonymous  as  my  late  husband's  family 
did  to  me.  Even  my  husband  never  talked  of  Huntington's  nor 
even  after  he  was  diagnosed  he  never  brought  it  up.  The  heart- 
break and  despair  come  after  the  carriers  of  the  disease  are 
gone.  Too  much  has  been  left  in  the  dark  in  my  husband's 
family,  which  is  the  Benedicts.  I am  remarried  now. 
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KEN  DeWEERDT 

WEST  BEND,  WISCONSIN  FEBRUARY  18,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? One . 

How  many  are  afflicted  now?  One. 

How  many  are  "at  risk?"  17. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
Male  / / Female  Friend.  (Wife) 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


What  problems  had  to  be  met? 
Mental  breakdown,  depression. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Mother-in-law  is  now  in  nursing  home. 

Were  there  any  financial  troubles? 

Father-in-law  has  been  able  to  handle. 


Was  there  an  employment  problem? 

No . 

Was  there  difficulty  with  an  insurance  problem  or  disability 
payments?  I'm  not  aware  of  this  situation. 


How  were  your  requests  for  assistance  received  or 
refused? 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 


My  wife,  at  age  38,  continually  looks  for  the  first  sign. 
I'm  sure  this  affects  her  mental  health. 


Has  there  been  extra  stress  placed  on  your  children? 


Do  your  children  know  they  are  "at  risk?" 

No. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/ x/  More  and  better  research. 

/ / Better  public  understanding  of  our  problem. 

/ / Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/ / RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS : 
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EDWARD  L.  DICKERT 

MILWAUKEE,  WISCONSIN  MARCH  14,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  One. 

How  many  are  afflicted  now?  None  known. 

How  many  are  "at  risk?"  14. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


What  problems  had  to  be  met?  Many.  Living,  monetary, 
it  explained  many  things. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Same  as  No.  2 

Were  there  any  financial  troubles? 

Yes.  I had  to  devoid  myself  of  most  monies  so  proper 
care  could  be  given  my  wife. 


Was  there  an  employment  problem? 

Yes.  She  had  to  be  placed  in  a nursing  home  so  I could 
keep  my  job.  I have  a very  understanding  employer. 


How  were  your  requests  for  assistance  received  or 
refused? 

Very  gracious. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Some — only  so  much  insurance  was  allowed. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

None  any  more.  My  wife  is  dead  due  to  Huntington's 
disease . 


Has  there  been  extra  stress  placed  on  your  children? 

They  are  all  adults  and  know,  but  they  would  have  to 
be  asked.  They  are  all  married. 


Do  your  children  know  they  are  "at  risk?" 

Yes  . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/x7  More  and  better  research. 

/)T7  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/~7  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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PHILIP  L.  ELLIS 

INDIANAPOLIS,  INDIANA  SEPTEMBER  28,  1976 


I am  writing  to  you  in  an  effort  to  support  ventures  made 
by  your  office  relating  to  H.D.  patients  and  families.  My  uncle 
is  an  H.D.  patient  at  a state  hospital  in  Kalamazoo,  Michigan. 

We  have  watched  his  physical  and  mental  deterioration  over  the 
past  ten  years  to  the  point  that  he  no  longer  knows  us,  nor  can 
he  converse  with  us.  It  has  been  even  a greater  heartbreak  to 
watch  his  two  children  grow  up  under  the  fear  of  the  fact  that 
they  had  the  50-50  chance  of  being  a victim  also.  The  groups 
such  as  CCHD  have  been  beneficial  in  the  fight  against  H.D., 
but  they  do  not  have  the  power  or  financial  basis  from  which  to 
work  that  you  have.  With  this  in  mind  I feel  that  there  are 
some  basic  areas  to  which  you  should  address  yourselves ...  the 
lack  of  medical  insurance  for  H.D.  families  is  an  obvious  example 
of  good  business  on  the  part  of  the  companies,  but  offers  little 
or  nothing  in  the  way  of  supporting  the  cost  of  hospitalization 
or  the  family  unit.  The  fact  that  support  monies  are  available 
for  a patient  only  if  the  spouse  is  willing  to  divorce  him  is  a 
very  deplorable  situation  which  is  bound  to  further  undermine 
the  family  unit  which  has  already  been  disrupted.  The  fact  that 
a nursing  care  or  long-term  care  patient  with  H.D.  can  be  dropped 
by  the  insurance  companies  is  also  a much  less  than  desirable 
situation . 

I am  currently  involved  in  research  involving  the  use  of 
psychometric  techniques  in  early  detection  of  H.D.  and  find  that 
grant  money  for  such  efforts  is  very  difficult  to  obtain.  The 
research  funds  needed  for  both  psychological  and  physiological 
efforts  are  less  than  adequate  even  though  these  efforts  are 
bound  to  be  instrumental  in  finding  preventive  measures  as  well 
as  treatment  modalities. 

My  interest  in  H.D.  is  great  and  I do  hope  that  every  effort 
possible  will  be  made  by  myself — I make  this  as  a pledge  and  hope 
that  you  can  follow  such  with  your  support,  both  financially  and 
lobbying  efforts  for  legislation  favorable  to  the  H.D.  cause. 

Thank  you  very  much  for  your  efforts  for  H.D.  patients  and 
families  and  please  accept  my  plea  for  continued  and  renewed 
support  for  the  same. 
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LOUISE  CAPISTRANT  ESTERLEY 

MINNEAPOLIS,  MINNESOTA  FEBRUARY  11,  1977 


I am  of  the  family  of  five  generations  with  H.D.  My 
father  was  a sad  victim  of  the  disease.  After  being  placed 
in  numerous  homes  and  hospitals,  where  no  one  could  care  for 
him,  he  was  made  a ward  of  the  state  under  Dr.  Pearson  at  Mayo 
Clinic . 

It  was  impossible  to  keep  him  home  without  ruining  our 
mother's  health.  We  took  turns  at  their  home  to  relieve 
mother. 

We  are  a five-generation  family  of  H.D.  and  the  second 
largest  on  record. 

Many  of  our  Dad's  relatives  have  passed  on  and  now  the 
younger  generations  face  uncertainties. 

We  had  791  descendants  from  Brother  A;  B had  148  descend- 
ants . 


My  father  was  Joseph  Capistrant,  son  of  Mary  Cardinal, 
carrier  of  the  disease.  My  sister,  age  57,  has  been  in  dif- 
ferent homes  and  is  now  a patient  at  New  Hope  Rest  Home  for 
the  past  three  years.  They  do  not  have  the  facilities  to  care 
for  H.D.  patients.  She  is  suicidal  and  has  tried  to  take  her 
life  two  times. 

We  are  hoping  for  Federal  funds  to  house  H.D.  patients. 

No  homes  want  this  type  of  patient.  We  also  hope  for  Federal 
funds  for  research  to  save  our  future  generations  from  H.D. 

We  hope  someone  will  hear  our  prayers  and  pleas  and  help 
us  in  this  worthy  cause. 

Please  help  us.  Thank  you. 
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MRS . HENRY  FRENCH 

MENOMONEE  FALLS,  WISCONSIN  FEBRUARY  19,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 

1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  One  that  I know  of. 

How  many  are  afflicted  now?  Two. 

How  many  are  "at  risk?"  Nine. 

This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home? 

University  Hospital,  Madison. 

What  problems  had  to  be  met? 

Apply  for  Social  Security,  tell  family  members,  try  to 
get  help  (financial) . 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Not  at  first,  then  patient  insisted  to  sell  our  large 
home  for  smaller  one. 


Were  there  any  financial  troubles? 

Yes,  I had  to  find  a job,  after  not  being  in  the  working 
field  for  20  years. 


Was  there  difficulty  with  an  insurance  problem  or  disability 
payments?  No,  he  was  able  to  transfer  over  to  retirement 
group  insurance  but,  of  course,  we  have  to  pay  it  ourselves. 
It's  expensive  and  he  lost  out  on  his  retirement  pay. 


Was  there  an  employment  problem? 

Patient  could  no  longer  work  and  was  not  retrainable.  I as 
a housewife  for  20  years  had  to  find  a job. 


How  were  your  requests  for  assistance  received  or 
refused? 

We  could  not  receive  help  as  we  owned  our  own  home. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

We  stay  home.  Friends  we  had  we  no  longer  see.  Our  friends 
and  relatives  say  it  hurts  to  see  him  as  he  is  now. 


Has  there  been  extra  stress  placed  on  your  children? 

Yes,  they  had  to  grow  up  too  fast  and  accept  a lot  of 
responsibility . 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

/l/  More  and  better  research. 

/~^  Better  public  understanding  of  our  problem. 

/~37  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/4/  RELIEF  from  financial  burdens. 

THEY  COULD  ALL  BE  #11 
ADDITIONAL  COMMENTS: 


3-187 


Chicago,  Illinois 


October  20,  1976 


RICHARD  GOESSL 

TWO  RIVERS,  WISCONSIN  FEBRUARY  24,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  My  father,  2 uncles,  1 aunt. 


How  many  are  afflicted  now?  Myself  and  1 brother. 


How  many  are  "at  risk?"  2 children:  1 son,  1 daughter. 

4 brothers  and  sisters. 

This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~V  Male  /~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Brain  scan. 


What  problems  had  to  be  met? 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Not  yet  because  it's  just  at  an  early  stage. 


Were  there  any  financial  troubles? 


Was  there  an  employment  problem? 

Not  yet,  but  probably  in  eight  to  ten  years  I will. 
Also  I suspect  my  brother  was  let  go  from  his  job 
because  of  it. 


How  were  your  requests  for  assistance  received  or 
refused? 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Not  yet. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Yes.  It  works  on  one's  mind  very  much. 


Has  there  been  extra  stress  placed  on  your  children? 
Yes . 


Do  your  children  know  they  are  "at  risk?" 

Yes  . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/YJ  More  and  better  research. 

/~7  Better  public  understanding  of  our  problem. 

/~~7  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/~7  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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BARBARA  S.  GOODMAN 

CHICAGO,  ILLINOIS  MARCH  24,  1977 


In  April  1976,  my  two  brothers  and  myself  became  mother- 
less children.  My  father  a widower.  A phantom  killer,  Hunt- 
ington's disease,  had  clutched  its  umpteenth  victim,  my  mother. 

It  had  taken  someone  I loved  and  admired.  A saint  people 
called  her.  Never  a profanity  or  unkind  word  left  her  lips 
while  I knew  her. 

Pain  and  hardship  were  second  nature  to  her.  Mom  grew 
up  literally  raising  her  four  brothers  and  sister.  You  see,  her 
mother  (and  grandmother)  had  also  been  afflicted  with  H.D. 
Unfortunately  then,  in  this  small  Michigan  community,  mystery 
cloaked  my  grandmother's  illness. 

Townspeople  recalled  something  was  wrong  with  my  mother's 
family.  I only  wonder  what  their  conclusions  were?  Mental 
illness,  heart  trouble,  a curse? 

Life  seemed  normal  for  my  immediate  family  until  I turned 
14.  In  retrospect,  I now  question  my  mother's  sometimes  unor- 
thodox behavior  and  motions  at  that  time.  But  when  you're 
approaching  the  onset  of  the  terrible  teens,  your  interest  lies 
with  yourself,  social  acceptance,  grades,  etc. 

To  be  more  explicit,  I think  back  to  many  incidents. 

From  stories  my  relations  tell  me.  Mom,  in  her  early 
years  of  marriage,  had  been  an  impeccable  housekeeper,  good 
cook  and  unselfish  mother.  However,  I began  noticing  apathy, 
indifference  surface  within  my  mother  toward  the  household  duties 
and  family.  So,  of  course,  being  the  eldest  and  only  girl,  I 
tried  to  make  up  the  slack  and  keep  up  the  house  and  meals. 

Then,  too,  why  did  simple  daily  motions  cause  confusion 
for  my  mother?  For  example,  dialing  direct  long-distance  calls, 
using  dials  on  the  washing  machine,  losing  your  direction  on  roads, 
or  running  red  lights. 

I noticed  withdrawal.  Difficulty  in  holding  a conversation, 
even  an  actual  fear  of  people ...  hiding  when  someone  came  over  to 
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visit  or  on  the  other  spectrum,  being  in  an  uprage,  she'd  zoom 
off  in  the  car  down  the  road. 

In  1966,  I sprang  from  the  parental  nest  to  start  college. 
On  weekends  home,  I noticed  slight  physical  changes.  She 
might  trip  and  say,  "Oh,  it's  these  new  shoes  I'm  wearing." 
Someone  thought  she  had  had  a stroke. 

I'll  always  wonder  if  she  really  knew  what  was  happening 
to  her.  Several  years  later,  we  visited  my  uncle  in  the  Veterans 
Hospital  in  Ann  Arbor,  Michigan.  He  too,  an  H.D.  victim  (which 
I didn't  know  at  the  time) , sat  confined  to  a wheelchair,  very 
thin,  slurring  his  words  of  happiness  to  see  us.  It  was  so 
traumatic  for  me,  I sat  in  the  car  and  cried  for  a half  hour. 
Little  did  I know  then  that  my  own  mother  would  be  in  the  same 
shape  years  later. 

In  questioning  my  mother  as  to  what  my  uncle  had,  she 
mumbled  something  about  Parkinson's  disease.  So  that's  as  far 
as  I pursued  it.  He  died  shortly  after. 

In  1973,  my  mother's  deterioration  became  pronounced. 

Living  in  Chicago,  250  miles  from  home.  I'll  never  fully 
realize  the  trauma  my  father  and  youngest  brother  went  through. 

When  I returned  home  for  a weekend  stay,  I was  shocked  at 
her  weight  loss,  the  restlessness,  the  inability  to  sleep,  the 
arm  swinging,  the  withdrawal  and  worst  of  all,  the  lack  of  pride 
in  personal  appearance,  something  she  once  prided  herself  in. 

Not  knowing  where  to  turn  became  our  family's  first  pro- 
blem. My  father  took  Mom  to  the  family  doctor.  Was  it  a ner- 
vous breakdown,  menopause...?  She  was  referred  to  a psychia- 
trist but  refused  to  see  him. 

Finally,  after  much  emotional  deliberating,  my  father 
admitted  her  to  the  local  state  hospital.  I'm  sure  it  will 
always  stand  out  as  the  toughest  day  in  my  father's  life, 
worse  than  fighting  in  the  lines  in  World  War  II  for  five  years. 

She  was  admitted  with  the  notion  that  it  was  probably  a 
breakdown,  none  of  us  thought  of  an  organic  cause. 
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I'll  never  forget  my  first  visit  to  see  Mom.  I felt 
an  actual  emptiness,  probably  a broken  heart.  I think  my 
body  went  into  physical  shock.  Her  tiny  room.  The  other 
patients  scared  me.  She  didn't  deserve  this. 

In  talking  with  the  caseworker  there,  Mom  wasn't  respond- 
ing to  occupational  therapy  or  sessions.  After  a meeting  with 
her  brothers  and  sister,  revealing  family  background,  a diagnosis 
was  made.  HUNTINGTON'S  DISEASE.  What  was  it,  I thought?  How 
did  someone  contract  it?  Just  hundreds  of  questions  ran  across 
my  mind. 

A doctor's  daughter  luckily  gave  me  a handbook  on  H.D. 

I researched  it  in  the  library. 

Repression  was  my  crutch.  Once  a month  I journeyed  back 
to  Michigan  to  visit  Mom.  It  took  two  days  to  recover  from  it. 

I kept  asking  myself,  "Why  her?"  Had  I been  able  to  talk  it  over 
with  friends,  bearing  this  tragedy  would  have  been  less  painful. 

Many  times  I'd  feel  she'd  be  embarrassed  by  her  physical 
appearance  and  surroundings  and  hurry  up  our  visits,  hoping  that 
we'd  come  again  soon. 

Her  stay  at  the  state  hospital  lasted  three  long  years. 

She  received  good  care.  Though  our  visits  toward  the  end  could 
have  been  more  frequent,  we  never  forget  her. 

She  died  in  peace.  My  father  was  the  last  to  see  her. 

From  an  inquiry  from  the  University  of  Michigan,  our 
family  decided  to  donate  her  body  to  U-M's  Research  Department. 
Money  for  funeral  flowers  went  to  H.D.'s  Research  Fund. 

How  did  the  rest  of  the  family  react  then  and  now? 

Thanks  to  emotional  support  from  our  relatives  and  friends, 
we  survived. 

Of  course,  my  father  underwent  much  more  anxiety,  frustra- 
tion and  emotional  letdowns  than  myself.  Had  he  not  been  a 
terrifically  strong  person,  he  might  not  have  pulled  through 
this  ordeal. 
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It  was  he  who  experienced  the  small  town  embarrassment 
being  with  my  mother  in  the  restaurants  or  in  any  public 
place.  He  went  through  bouts  of  loneliness  after  she  entered 
the  institution.  Today  his  life  has  taken  a turn  for  the 
better.  He's  travelling  now.  He  even  smiles  and  whistles 
too . 


My  married  brother,  25,  too  suffered,  but  never  showed  it 
on  the  outside.  He  served  as  my  mother's  legal  guardian.  It 
was  rough  appearing  before  court,  taking  care  of  legal  papers 
for  her.  He's  blessed  with  a good  wife  and  two  beautiful,  in- 
telligent children. 

The  youngest  brother,  22,  I consider  almost  my  son,  since 
I helped  raise  him.  The  past  experience  matured  him.  Being  a 
sensitive  sort,  he  couldn't  handle  the  visits  to  my  mother, 
though  we  never  forced  him.  He  was  close  to  her  and  he  felt 
deserted  when  she  left.  In  September,  he  blazed  the  trail  to 
Colorado  to  start  all  over.  Today  he's  the  sports  editor  of 
the  daily  newspaper  in  Golden,  Colorado. 

Myself?  I'm  a lot  more  willing  to  talk  about  H.D.  today. 
I've  joined  the  Midwest  Chapter  to  Combat  Huntington's  Disease 
and  am  finally  able  to  disclose  it  to  close  friends. 

It  was  the  first  tragedy  of  my  life,  certainly  not  my 
last.  I've  read  that  we  suffer  emotional  wounds  and  it  takes 
time  to  heal  them.  When  they  do,  one  becomes  a stronger,  more 
sensitive  person.  The  mind  blocks  out  what  you  don't  want  to 
remember,  in  my  case  anyway.  I've  forgotten  many  child^hood 
experiences  with  my  mother. 

As  the  song,  "The  Way  We  Were"  goes,  "but  it's  the  good 
times  we  shall  remember,  whenever  we  remember  the  way  we  were." 

The  only  ugly  scars  that  are  indelible  in  my  mind  are 
those  of  the  state  hospital.  Those  lonely  patients.  An  H.D. 
patient  needs  some  other  means  of  care. 

Being  29  and  entering  into  that  high-risk  era,  I'm  cer- 
tainly not  exempt  from  H.D. 

My  philosophy  of  life  has  been  altered.  I live  for  today 
not  tomorrow.  I must  live  my  life  fully  in  the  next  few  years, 
lots  of  traveling,  new  friendships,  new  experiences. 
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Sure,  I've  worried  about  possible  telltale  symptoms. 

I.  itely  I've  been  forgetting  things,  losing  interest  quicker,  not 
being  able  to  handle  pressure  as  I used  to,  but  how  can  I tell? 

Sometimes  when  my  brothers  and  I are  together,  I look  at 
the  three  of  us  and  wonder  if  the  fateful  "X"  has  been  stamped 
on  any  of  us. 

Naturally,  the  question  of  children  and  marriage  is  a 
posing  question  for  me  now. 

I really  feel  I shouldn't  have  children.  If  a prenatal 
detection  test  were  available,  there  would  not  be  the  hesita- 
tion . 


In  regard  to  marriage,  it  is  necessary  to  let  it  be  known 
of  my  50/50  chance  of  having  H.D.  It  would  be  the  man's  decision 
thereafter . 

It's  a paradox  actually.  I,  as  well  as  so  many  others, 
want  to  bring  H.D.  out  in  the  open,  destroy  its  mystique.  Yet 
in  your  personal  life,  you  still  need  to  hide  it  for  fear  of 
rejection . 

I only  hope  inroads  will  be  made  to  help  patients  and 
families.  My  suggestions  are: 

1.  Need  to  educate  and  inform  afflicted  families  and 
public,  especially  in  rural  areas.  Need  to  have 
families  become  more  open  about  H.D.  among  them- 
selves and  to  the  public.  Offer  social,  emotional, 
financial  help. 

2.  Better  moderately-priced  facilities  for  patients. 

We  could  not  afford  a nursing  home,  so  the  state 
hospital  was  our  alternative.  More  humane  sur- 
roundings, where  maybe  family  members  could  stay 
with  the  patient  for  a few  days. 

3.  Counseling  for  the  marriageable-aged,  child-bearing 
aged  children.  Quite  often,  people  might  have  their 
children,  then  find  out  they  have  H.D.  The  alterna- 
tives possibly  are  foster  or  adopted  children. 
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4.  Fundraising  projects — locally,  nationally. 

How  about  a telethon? 

It  comes  right  down  to  a plea  for  money.  Nothing  will 
be  accomplished  without  it. 

And  so  concludes  my  story  of  how  H.D.  entered  my  life. 
It's  not  a fairy  tale,  most  slice-of-lif e stories  aren't.  I 
only  hope  we  never  see  a repeat  performance  in  our  family. 
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MRS . TERRY  GOODWIN 

SUSSEX,  WISCONSIN  FEBRUARY  18,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1. 


About  my 
H.D.? 

How  many 

How  many 


family  and  relatives:  How  many  have  died  with 

One . 

are  afflicted  now?  One. 
are  "at  risk?"  Seven. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~~7  Male  /~~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


What  problems  had  to  be  met? 


Coping  with  the  changes  in  personality,  the  special  care 
needed  and  the  mental  anguish  of  each  at-risk  individual. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

No,  but  it's  very  difficult  to  get  Mom  to  do  or  understand 
things,  also  behavior  changes  are  hard  to  cope  with. 


Were  there  any  financial  troubles? 

Not  as  of  yet. 

Is  there  difficulty  with  an  insurance  problem  or  disability 
payments?  Not  as  of  yet. 


Was  there  an  employment  problem? 

Mom  quit  work  quite  a few  years  ago  and  is  now  considered 
completely  disabled  and  does  receive  Social  Security. 


How  were  your  requests  for  assistance  received  or 
refused? 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

For  Dad  it  has.  Mom  can't  do  very  much  any  more  but  is 
still  able  to  go  places  although  people  do  look  at  her 
kind  of  strange. 


Has  there  been  extra  stress  placed  on  your  children? 

Yes,  because  we  all  have  families  and  wonder  if  our 
children  may  become  at  risk. 


Do  your  children  know  they  are  "at  risk?" 

Most  of  them. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

More  and  better  research. 

Better  public  understanding  of  our  problem. 

/x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/x/  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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WILMA  GRANT 

BLOOMINGTON,  MINNESOTA  NOVEMBER  21,  1976 


I am  a woman  who  is  39  years  old  and  on  March  15,  1976, 

I found  out  that  there  is  H.D.  in  our  background;  and  is  that 
ever  a shock. 

My  sister,  who  is  45  years  old  and  lives  out  in  Michigan, 
has  been  ill.  My  brother-in-law  called  me  and  asked  if  there 
was  any  hereditary  disease  in  our  background,  and  I said  no. 

Call  it  fate  or  God's  planning,  my  cousin,  whom  I hadn't  heard 
from  for  many  years,  called  me  on  March  15  and  I proceeded  to 
tell  her  about  my  sister.  There  was  a moment  of  silence,  and 
then  she  said  her  father  (my  uncle)  died  from  complications  and 
H.D.  There  was  an  autopsy  performed.  So  I have  to  believe. 

Since  then,  I have  had  my  Dad  checked.  Even  though  he  is 
77  years.  Dr.  Schut,  a neurologist,  thinks  he  has  H.D. 

It  is  a new  experience  and  not  a very  enjoyable  one--living 
with  a time  bomb.  We  have  four  children;  2 daughters  18  and  19, 
who  could  be  married  in  the  next  couple  of  years. 

We  have  been  regularly  attending  the  chapter  meetings  of 
H.D.  The  worst  thing  is  that  a person  feels  so  helpless  to  avoid 
getting  H.D.  It's  an  appalling  thought  to  think  that  H.D.  could 
be  starting  in  my  body  and  I'm  helpless  to  stop  it. 

Our  prayer  and  hope  is  that  through  research,  something  can 
be  done  to  control  H.D. 

When  I saw  my  sister  go  from  a healthy,  mentally  alert  per- 
son to  a jerky,  dull  individual  in  a matter  of  six  months,  it  was 
a very  heartbreaking  situation. 

Sex:  Woman 

Age : 39 

Married 

Homemaker 
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MARK  L.  GUDEYON 

MADISON.  WISCONSIN  SEPTEMBER  20,  1976 


Though  I will  not  be  able  to  appear  before  your  Commis- 
sion, I would  greatly  like  to  make  my  testimony  "in  absentia," 
knowing  that  it  will  be  read  at  some  time  and  recorded  as  part 
of  your  hearing.  I am  not  a victim  of  H.D.,  nor  do  I have  a 
relative  afflicted  with  it. 

I worked  at  the  Rock  County  Health  Care  Center  in  Janes- 
ville, Wisconsin,  and  this  is  where  I first  came  in  contact 
with  H.D.  I had  been  working  there  six  months  when  I was  as- 
signed to  work  on  a floor  where  there  was  a 28  year  old  man 
with  H.D.  My  first  reaction  to  him  was  one  of  shock  and  ex- 
treme pity  - more  so  when  I learned  that  the  disease  is  fatal. 
But  "Tom"  and  I quickly  became  friends.  As  I was  the  only  male 
aide  on  that  floor,  he  seemed  to  confide  in  me  more  than  the 
other  aides.  But  more  than  anything,  I think  he  appreciated 
the  fact  that  I was  always  willing  to  talk  with  him.  Though 
his  speech  was  greatly  impaired,  I soon  was  able  to  understand 
what  he  said  to  me. 

"Tom"  had  accepted  his  illness  fairly  well  and  we  talked 
about  it  occasionally.  Yet  I could  tell  that  he  was  a 'fight- 
er' and  wasn't  really  ready  to  die.  Every  day  I saw  the  small 
ways  he  fought  against  the  disease.  Whenever  I have  taken  him 
out  for  a ride  and  other  people  were  around,  he  would  hold  him- 
self perfectly  still  for  as  long  as  he  could.  One  can't  help 
but  admire  this  kind  of  courage. 

As  time  went  on,  "Tom"  got  progressively  worse,  of  course. 
Although  I was  later  working  on  another  floor,  I still  visited 
with  him  as  much  as  possible,  making  sure  his  needs  were  taken 
care  of,  since  his  family  took  little  interest  in  his  well 
being.  It  hurt  me  to  see  "Tom"  neglected  by  his  family.  His 
father  had  died  of  Huntington's  and  a few  years  later  his 
mother  remarried  and  moved  to  Florida.  He  has  one  sister  who 
lives  about  15  miles  away  - his  other  sister  also  died  of  H.D. 
in  the  same  city  as  his  brother,  who,  it  is  now  suspected,  has 
H.D.  also.  So  you  can  see  the  trauma  H.D.  has  caused  the  whole 
family. 
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Finally,  I quit  my  job  so  I could  go  to  school  full- 
time. But  when  I left,  "Tom"  was  in  such  a state  that  the 
Health  Care  Center  could  not  take  care  of  all  his  needs  - he 
kept  falling  through  his  bed  rails  and  none  of  their  al- 
ternative methods  (e.g.,  bath  blankets  pinned  around  the  mat- 
tress and  over  the  rails)  would  work.  So  "Tom"  would  have  to 
sleep  on  two  matresses  pushed  together,  on  the  floor.  "Tom" 
is  a veteran  and  we  have  tried  to  get  him  admitted  to  the  V.A. 
hospital  in  Tomah,  Wisconsin,  but  they  refuse  to  accept  him 
on  some  minor  technicality.  So  you  can  see  our  great  frustra- 
tion at  trying  to  get  "Tom"  the  best  care  possible.  Please 
do  not  assume  that  the  Health  Care  Center  is  being  "lax"  in 
Its  duties.  They  are  doing  the  best  they  can  under  their 
limited  conditions. 

Another  point  I would  like  to  make  is  that  now  that  I 
am  at  school  in  another  city,  "Tom"  no  longer  has  anyone  to 
confide  in  the  way  he  used  to.  This  greatly  disturbs  me, 
though  I plan  to  visit  "Tom,"  whenever  I come  home  from  school. 
Yet  I often  worry  about  how  he  is,  remembering  his  condition 
when  I left.  His  speech  has  deteriorated  so  much  that  now  I 
can  only  understand  the  most  basic  things  he  says  - the  staff 
who  work  with  him  also  share  this  problem.  This  creates 
great  frustration  for  "Tom"  when  he  wants  to  express  himself. 

I also  realize  that  when  I go  to  visit  him  now,  I will  not  be 
able  to  understand  him  at  all,  not  having  heard  him  speak  for 
some  time.  My  one  consolation  is  that  Katheryn  Swingle,  State 
Secretary  of  the  Committee  to  Combat  Huntington's  Disease,  has 
promised  to  check  on  "Tom"  for  me  periodically,  and  let  me 
know  how  he  is  doing.  Still  I can't  help  my  concern,  knowing 
the  course  that  the  disease  runs.  "Tom"  and  I have  been  as 
close  as  brothers. 

In  conclusion,  I sincerely  hope  that  you  can  see  from  my 
letter  the  emotional  strain  and  the  frustrations  that  H.D. 
causes  for  the  patient,  his  family  and  friends,  as  well  as 
for  the  staff  which  works  with  him,  and  I hope  that  through 
this  and  all  other  testimony  that  you  will  decide  to  recommend 
strong  support,  to  Congress  and  the  President,  for  the  fight 
against  Huntington's  disease. 

Thank  you  very  much. 
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DONALD  K.  GUSTIN 

NEKOOSA,  WISCONSIN  FEBRUARY  8,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H . D . ? None 

How  many  are  afflicted  now?  i 
How  many  are  "at  risk?"  3 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~~7  Male  /~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home? 

Marshfield  Hospital. 

What  problems  had  to  be  met?  At  first  the  local  doctor 
didn't  know  what  disease  it  was.  After  two  years  he 
(the  doctor)  sent  her  to  Marshfield  Hospital. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
She  was  in  and  out  of  hospital  for  three  years.  Then 
we  put  her  in  a nursing  home. 


Were  there  any  financial  troubles? 
Not  at  this  time. 


Was  there  an  employment  problem? 
She  was  a housewife. 


How  were  your  requests  for  assistance  received  or 
refused? 

Our  request  for  assistance  was  refused  at  first,  but  later 
we  were  able  to  get  assistance.  Things  could  change  again 
though . 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Our  social  life  has  stopped  because  of  the  disease. 


Has  there  been  extra  stress  placed  on  your  children? 

This  has  been  the  hardest  part  of  all.  They  know  of  the 
disease  and  have  a 50/50  chance  of  getting  it.  I believe 
they  have  been  put  extra  stress  on. 


Do  your  children  know  they  are  "at  risk?" 

Yes . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/)T7  More  and  better  research. 

A]7  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/T7  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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DONALD  GUSTIN 

NEKOOSA,  WISCONSIN  JANUARY  23,  1977 


My  wife  and  mother  of  our  three  children  has  Huntington's 
disease.  Mary  is  41  years  old  now.  In  1970  it  was  first  diag- 
nosed as  Huntington's  disease,  but  Mary  had  this  three  or  four 
years  before  that. 

When  we  finally  got  her  to  a doctor  at  the  Marshfield 
Clinic  in  Marshfield,  Wisconsin,  they  weren't  sure  what  she 
had,  but  an  uncle  of  Mary's  was  diagnosed  as  having  Huntington's 
disease  a few  years  before  that,  so  they  said  Mary  had  Hunting- 
ton's disease. 

Mary  lived  at  home  for  four  years  after  that.  This  period 
was  very  hard  on  our  children.  They  (the  children)  never  knew 
what  Mary  would  do  or  where  she  would  go.  This  had  a very  last- 
ing effect  on  them. 

Mary  tried  to  take  her  life  a number  of  times  while  at 
home.  This  again  was  very  hard  on  the  children  too. 

Mary  is  now  at  a nursing  home.  She  has  been  there  for  two 
years  now,  but  it  is  getting  difficult  for  the  nursing  home  to 
care  for  her.  So  then  what  is  there  to  do? 

The  financial  burden  that  a family  has  with  an  H.D.  patient 
is  never  ending.  Nursing  homes  are  $25.00  a day.  Tomorrow  Mary 
has  four  appointments  at  the  Marshfield  Clinic — one  at  8:00  for 
an  EEG,  then  at  9:00,  Dr.  Zerfos,  at  1:30  a C.T.  Scan;  also  at 
2:30  with  Dr.  Hansotia.  Some  of  these  tests  are  around  $300.00. 

I hope  this  letter  will  help  some.  Any  help  would  be 
appreciated  by  families  of  H.D.  patients. 
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P.  MANSOTIA,  M.D. 

MARSHFIELD  CLINIC 

MARSHFIELD,  WISCONSIN  May  24,  1977 


For  the  past  approximately  twelve  years  I have  been  involved  in  the 
neurological  management  and  ongoing  care  of  patients  v?ith  Huntington's 
disease.  For  the  past  six  years  as  Medical  Advisor  to  the  Committee  to 
Combat  Huntington's  Disease  in  Wisconsin,  there  has  been  a further  and 
growing  involvement  in  the  medical,  social,  and  private  affairs  of 
patients  with  this  illness.  From  this  body  of  experience  some  questions 
and  thoughts  for  future  directions  in  the  management  of  the  problems  of 
Huntington's  disease  have  arisen.  One  of  these  I wish  to  share  with 
you. 


Despite  the  considerable  publicity  relative  to  Huntington's  disease, 
it  continues  to  be  a relatively  little  known  and  poorly  understood 
illness  by  the  general  public,  among  the  vast  majority  of  practicing 
physicians,  and  indeed  in  the  vast  body  of  the  political  and  administrative 
members  of  our  governmental  institutions.  The  Committee  is  actively 
involved  in  attempting  to  regress  this  deficiency  by  its  educational 
programs . 

A second  stark  fact  is  the  relentless  progression  of  Huntington's 
disease  in  all  patients  afflicted  with  this  disorder  to  complete  physical 
and  mental  disability  and  eventual  death.  Despite  considerable  effort 
there  is  little  that  we  can  now  do  to  substantially  reduce  this  morbidity 
and  mortality.  And  yet,  there  is  virtually  no  institution  in  this 
country,  and  certainly  in  this  state  that  I am  aware  of,  whose  interests 
are  particularly  directed  towards  the  problems  of  this  group  of  patients. 
These  patients  need  early  attention  in  terms  of  proper  management  with 
the  available  psychopharmacological  and  neuropharmacological  agents,  and 
intermittent  specialized  often  inpatient  care  for  the  correction  of 
specific  disabilities  that  are  manageable.  Eventually  they  need  chronic 
supportive  care  when  they  become  significantly  disabled  and  demented. 
Special  staff,  both  nursing  and  paramedical,  to  meet  their  needs  is 
required.  Yet,  as  things  stand  today  these  patients  are  scattered  among 
a wide  range  of  nursing  homes  and  convalescent  care  facilities,  none  of 
which  are  equipped  to  either  understand  or  care  for  the  needs  of  these 
people.  There  is  a strong  need  at  the  present  time  to  fund  institutions 
that  can  develop  special  capabilities  to  attract  and  care  for  large 
numbers  of  patients  with  Huntington's  disease  so  that  their  problems  can 
be  more  effectively  handled  and  simultaneously  be  better  studied  and 
understood.  This  would  also  facilitate  the  trial  of  early  forms  of 
therapy  should  this  become  available  in  future  years.  If  your  committee 
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can  make  any  recommendations  in  this  specific  regard  we  would  appreciate 
hearing  about  them. 

At  Marshfield,  specifically  at  the  Norwood  Hospital,  we  are  attempting 
to  develop  such  a facility  but  have  been  consistently  thwarted  by  the 
lack  of  funds  from  county,  state,  and  federal  sources.  We  have  the 
specific  medical  know-how,  the  nursing  care  capabilities,  the  laboratory 
facilities,  and  indeed  all  the  requirements  for  a specialized  system 
such  as  I have  mentioned  above.  Your  suggestions  as  to  how  we  should 
proceed  in  the  future  would  be  most  welcome. 
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M.  J.  HARTMAN 

ANDERSON,  INDIANA  SEPTEMBER  22,  1976 


I write  to  you  as  a person  concerned  about  the  devastation 
of  Huntington's  Disease  upon  many  American  families. 

This  genetic  disease,  I know,  is  inherited  from  one's 
parents.  I have  a brother-in-law  and  cousin,  both  very 
close  to  me,  who  suffer  from  the  ravages  of  this  disease. 

I also  know  intimately  of  some  of  the  terrible  problems 
that  invade  a family  whose  loved  one  has  Huntington's. 

I am  most  anxious  that  the  National  Institute  of  Health  use 
its  influence  to  have  increasing  amounts  of  money  spent  for 
research.  My  knowledge  of  the  disease  indicates  that  not  very 
much  money  has  been  spent  in  the  past  to  discover  its  causes 
and  how  it  can  be  treated  and  prevented. 

The  medical  care  given  those  who  have  the  disease  is  also 
a deep  concern  of  mine.  Too  often  they  are  shuttled  to  a 
mental  insitution;  and  of  course,  as  you  are  aware,  this  is 
not  a mental  illness.  I am  concerned  for  those  who  have 
the  problem  in  their  families  that  they  have  adequate  insurance 
protection. 

When  this  disease  strikes  the  primary  breadwinner  of  the 
family,  this  creates  major  problems  for  the  spouse.  If 
the  spouse  works  to  maintain  the  family,  there  seems  to  be 
no  way  that  extra  help  can  come  for  education,  additional 
expenses,  etc.  It  seems  most  unfair  to  me  that  the  spouse 
normally  must  obtain  a divorce  in  order  to  place  the  person 
in  a state  hospital  or  convalescent  home  and  receive  funds 
from  the  state  for  help.  Certainly  something  must  be  done 
to  help  the  families  who  suffer  not  only  mental  and 
emotional  anguish,  but  economic  hardship  because  of  this 
hereditary  disease. 

I would  be  grateful  for  the  Commission  to  keep  me  aware  of 
developments  and  guidance  as  to  what  pressure  can  be  brought 
to  bear  on  specific  bills  in  Congress  which  would  help 
alleviate  the  anxiety,  distress,  and  hardship  suffered  by 
many  families. 
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BERTHA  HARRIS 

BEDFORD,  INDIANA  OCTOBER  11,  1976 


May  I think  of  you  as  "Dear  Friends"?  Anyone  who  is 
working  to  aid  H.D.  patients  and  their  families  is  truly  a 
friend  of  mine,  though  we  never  meet*  I am  a very  concerned  member 
of  a family  that  is  afflicted  with  terrible  H.D. 

In  1921,  I married  a neighbor  boy  whose  father,  Herbert 
Harris  had  died  three  years  earlier,  after  a long  illness  of  ten 
years,  or  more.  Our  local  physician  did  not  know  what  was 
the  cause  of  his  illness,  but  due  to  his  symptoms,  his  family 
and  friends  called  it  "creeping  paralysis".  He  had  gradulaly 
lost  both  physical  and  mental  control. 

When  I married  into  the  family  no  one  had  any  idea 
Mr.  Harris  had  a hereditary  disease  and  they  had  never  heard  of 
Huntingtons  Chorea. 

In  the  1930 's,  when  all  nine  of  Herbert's  children,  were 
married  and  had  children  of  their  own,  two  of  his  older  children 
began  to  show  the  same  symptoms  their  father  had  in  the  beginning 
of  his  illness.  Then  we  began  to  realize  this  was  a hereditary 
disease.  Also,  Herbert's  widow  had  told  us  that  his  mother, 

Elizabeth  Chandler  Harris  had  a long  severe  illness  and  was 
bedfast  several  years . This  made  it  necessary  for  Herbert  and 
Elizabeth  to  move  into  the  parents'  home  so  they  could  help  take 
care  of  his  mother  and  do  the  house  work. 

Now  we  began  to  see  three  links  in  a possible  hereditary  chain. 

The  two  older  affected  children  became  progressively  more 
helpless  until  the  son  died  from  a blood  clot  that  went  to  his  heart 
and  the  daughter  also  died,  both  1943  or  44.  By  this  time  my  husband. 
Will  and  another  brother  were  showing  definite  symptoms  of  the 
family  disease.  What  was  it?? 

A friend  took  us  to  the  Webber  Sanitarium  in  Olney,  ILL.,  and 
the  physician  who  examined  Will  said  the  spasmodic  movements  were 
caused  by  a form  of  Chorea  and  gave  me  a book  to  read  about 
the  different  forms  and  see  which  form  he  had.  There  I learned 
it  was  Huntingtons  Chorea  or  Disease,  and  that  it  was  definitely 
hereditary.  So  our  fears  were  confirmed.  The  physician  there 
prescribed  one  Belladona  pill  a day  for  the  Choreatic  spasms 
and  this  relieved  both  the  spasms  and  general  nervousness  for  the 
remaining  twenty  months  of  his  illness,  but  did  not  control  them 
completely.  This  may  be  a helpful  medication  for  other  patients. 

Will  died  July  15,  1947  and  the  brother  August  19,  1947. 

To  make  a long  story  shorter,  eight  of  Herbert's  nine  children 
died  with  H.D.,  only  one  son  escaping  and  he  lived  to  be  74,  older 
than  any  of  the  others.  In  this  family  H.D.  struck  males  and  females 
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equally,  four  of  each. 

Before  knowing  about  this  heritage  of  H.D.,  each  of  the  nine 
children  had  families  of  their  own,  to  a total  of  thirty 
grandchildren  for  Herbert  Harris  and  wife.  Now  by  1976,  six  of 
these  grandchildren  have  gone  three  years  of  suffering  and  died 
with  and  from  H.D.  Some  of  these  six  victims  were  examined  and 
some  of  them  treated  at  the  Methodist  Hospital  in  Indianapolis,  IN, 
but  as  there  is  as  yet  no  known  cure  for  H.D.  the  disease 
continued  to  death. 

From  family  records  I've  collected  over  the  past  fifty  years 
there  are  125  living  descendants  of  Herbert  Harris  who  are  at 
risk  prospects  for  H.D.,  and  many  of  us  are  anxiously  waiting  to 
see  which  of  these  persons  will  fall  prey  to  this  dreadful  disease. 
Will  it  be  our  sons,  daughters,  or  children  of  brothers  or  sisters? 

And  it  strongly  affects  their  out  look  on  life,  whether  they 
should  bear  children  who  may  be  affected,  what  about  the 
financial  drain  entailed  by  victims  and  the  dread  of  becoming  a 
burden  on  their  families  and  loved  ones  as  their  own  parents 
were.  So,  please  help  us  all  you  can. 

Elizabeth  Chandler  Harris  had  two  daughters  in  addition  to 
son  Herbert  and  I know  of  some  cases  in  their  families,  but  have 
no  complete  facts. 

However,  Elizabeth's  half-sister,  Margaret,  married  into  a 
neighboring  family  named  Collins.  I personally  know  of  an  almost 
equal  incidence  of  H.D.  in  the  Collins  family.  In  this  family 
one  woman  committed  suicide  as  a way  to  end  her  suffering  and 
problems  with  H.D.  I've  read  this  often  happens. 

Will  ano  I ovmed  a small  farm  and  as  his  illness  progressed, 

I had  to  take  over  more  and  more  of  the  outside  chores  as  well  as 
care  for  him.  Finally,  we  had  to  sell  out  and  move  to  a nearby 
village.  By  this  time.  Will  was  confined  to  a wheel  chair,  or  bed, 
most  of  the  time;  his  speech  was  unintelligible  to  most  people  and  he 
was  able  to  ear  only  soft  foods  and  often  choked  on  both  food  and 
liquids.  My  two  daughters  and  I took  care  of  him  with  occasional  help 
from  friends.  Our  local  doctor  came  in  to  see  Will  now  and  then, 
but  since  he  didn't  know  what  treatment  he  could  use  he  made  no 
charges.  He  knew  the  others  in  the  family  who  were  victims  and 
was  very  concerned  for  them  and  all  of  us. 

After  Will's  death,  wh^in  others  in  his  family  were  stricken 
with  H.D.  I was  able  to  visit  all  but  one  sister  and  had  the  care 
of  one  sister  2 1/2  years,  a brother  for  three  months  and  v/as  at 
the  bedside  of  a brother-all  of  these  when  death  finally  came.  We 
have  been  fortunate  that  none  of  Will's  immediate  family  have 
had  to  go  to  a nursing  home,  but  the  burden  has  been  heavy,  both 
phys ically , financially  and  most  of  all  emotionally. 

I know  you  alredy  know  of  the  increasing  problems  incurred 
as  the  victims  lose  weight  down  to  70  to  90  pounds.  Often  the 
choking,  loss  of  speech,  mental  and  physical  debility,  financial 
problems,  etc.,  so  I won't  dwell  on  these  matters. 
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One  of  the  hardest  things  for  the  surviving  realitives  is  the 
question  of  who  may  be  so  afflicted  next  and  who  will  care  for  them. 
Although  I am  not  of  an  at  risk  family,  my  children,  grandchildreri , 
and  other  future  generations  are,  and  it  hurts. 

So,  in  closing  I wish  to  thank  you  from  the  bottom  of  my 
heart  for  everything  you  may  be  able  to  achieve  on  behalf  of  all 
who  may  be  and  now  are  victims  of  Huntington's  Disease. 

(This  is  the  story  of  the  Harris  and  Collins  families  of 
Reeve,  Daviess  Co.,  Indiana). 
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RON  HEINZ 

BLACK  RIVER  FALLS,  WISCONSIN  OCTOBER  18,  1976 


Being  the  son  of  a H.D.  father  has  been  a time  of  many 
trials,  nDt  only  for  me  but  the  rest  of  my  family  as  well. 

When  I was  quite  young  I was  told  about  dad's  disease 
and  I have  grown  up  surrounded  by  H.D.  ever  since.  Dad's 
father  was  an  H.D.  victim  along  with  dad's  brother  and  a 
nephew. 

I can  remember  many  times  going  to  the  county  hospital 
to  visit  my  Uncle  Lester.  I didn't  look  forward  to  the 
trip,  but  I think  it  hurt  dad  most  of  all.  Uncle  Lester 
could  walk  well,  but  his  speech  was  unrecognizable.  His 
only  visitors  were  my  family  and  his  wife's  sister.  He  had 
been  "put  away"  by  his  wife,  and  she  would  not  even  associate 
with  my  family.  My  uncle's  6 sons  were  never  given  a chance 
to  even  visit  him.  Gradually  Uncle  Lester  became  harder  to 
control  and  he  was  sent  to  a hospital  in  Madison  (WI) . The 
distance  between  us  now  became  much  greater  and  we  were 
lucky  if  we  had  a chance  to  visit  him  twice  a year.  During 
this  time  2 of  Uncle  Lester's  boys  were  married,  marriages 
which  he  never  saw.  Before  his  death  in  1971  he  had  only  2 
visits  by  his  eldest  son.  Relations  between  our  family  and 
Uncle  Lester's  wife  and  family  became  much  better.  I remember 
the  day  on  the  playground  when  mother  came  and  told  me  Uncle 
Lester  was  dying.  My  parents  left  that  day  along  with  Uncle 
Lester's  wife  and  son  to  see  him.  Finally  Aunt  Barbara  was 
going  to  see  her  husband  for  the  first  time  in  over  12  years 
- - only  to  see  him  die.  Dad  was  depressed  many  times  after 

this,  and  I knew  he  was  thinking,  "Is  this  going  to  happen 

to  me?" 

It  was  also  hard  for  me  being  a small  child.  Many  times 
kids  would  say,  "Why  doesn't  your  daddy  work"  or  "Your  daddy 
looks  funny."  Being  in  Cub  Scouts  there  were  many  activities 
for  a boy  and  his  father,  but  dad  was  never  able  to  help  me. 

It  wasn't  that  he  didn't  want  to,  it  was  because  he  couldn't. 

As  I became  older  I started  to  realize  more  and  more  what  was 
really  happening.  Questions  asked  by  the  kids  didn't  bother 
me  any  more.  The  only  thing  that  I couldn't  handle  and  still 
can't  is  dad's  temper  flare-ups.  Many  times  mother  has  been 
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hit  and  screamed  at.  Dad  would  say  things  he  didn't  mean 
but  they  were  there  and  mother  is  still  sometimes  hurt  when 
she  remembers  some  of  the  things.  I too  along  with  my  brother 
have  been  struck  by  dad.  Dad  also  told  my  brother  to  move  out 
when  he  was  only  a Jr.  in  high  school.  (I  was  a Freshman) 
These  things  really  hurt,  but  only  if  I'd  think  about  them. 

Things  have  since  become  much  better.  After  reading  an 
ad  in  our  local  paper  we  joined  the  Wisconsin  Chapter  to 
combat  H.D.  We  have  very  close  ties  with  the  officers  of  the 
organization  and  we  attended  the  National  meeting  in  Battle 
Creek,  Michigan  in  1975. 

We  have  also  received  good  news,  that  dad  is  to  go  to 
Bethesda  the  first  of  December. 

This  story  may  look  short,  but  to  me  it  is  a mind  full 
of  memories  filling  over  10  years.  At  one  time  we  held  no 
hope  for  there  was  none  to  be  found.  Now  everything  has 
changed  and  hope  and  faith  fill  my  life,  and  my  family's 
life.  We  pray  that  in  a short  time  the  only  word  for  H.D. 
will  be,  "cured."  We  however,  cannot  do  it  ourselves,  WE 
NEED  YOUR  HELP!!  I hope  my  prayer  is  heard,  and  I hope  you 
will  help  me  and  all  of  mankind  to  rid  the  world  of  H.D. 

I thank  you. 
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VIVIAN  HEINZ 

BLACK  RIVER  FALLS,  WISCONSIN  OCTOBER  15,  1976 


H.D.  Patient:  Donald  John  Heinz 

November  21,  1927 

501  Van  Buren  Street 

Black  River  Falls,  Wisconsin  54615 

Thanksgiving  Day,  1962  was  our  introduction  to  the  cruel 
disease  called  H.D.  Don,  a Sunbeam  Bread  salesman,  told  us 
of  his  episodes  of  weakness,  loss  of  breath  and  depressed  feel- 
ings. An  examination  at  the  Marshfield  Clinic  the  following 
day  gave  us  this  diagnosis.  We,  like  many  others,  tried  to  hide 
our  family  medical  history  to  see  if  they  could  diagnose  what 
we  thought  may  be  heart  disease  or  hopefully  something  not 
too  serious.  After  much  questioning,  we  told  that  Don's  dad, 
one  uncle,  one  aunt  and  his  only  brother  were  other  victims. 

It  was  suggested  that  we  go  to  Mayo  Clinic  in  Rochester,  Minne- 
sota for  another  evaluation  and  opinion.  We  did  go  to  Rochester 
in  January,  1963  and  were  given  the  identical  information. 

Dr.  Mulder  gave  us  very  little  hope  for  a cure  and  spoke  openly 
on  the  darker  days  to  follow.  Given  a tranquilizer  prescription 
and  some  literature  on  a Symposium  for  Huntington's  Disease  in 
New  York,  we  walked  hand-in-hand  down  the  long  clinic  halls 
feeling  sorry  for  ourselves.  We  felt  as  close  to  New  York  as 
if  we  were  in  a foreign  country. 

Most  local  doctors  had  never  heard  of  H.D.  so  there  was  no 
treatment  or  consultation  to  be  secured  in  little  Black  River 
Falls,  Wisconsin.  We  were  treated  politely  with  the  words, 

"Sorry,  I can't  help  you." 

Days  and  months  went  by.  We  struggled  with  the  weakness 
spells,  shortness  of  temper,  emotional  instability  and  the  feel- 
ing, "This  can't  happen  to  us."  After  prolonged  use  of  tran- 
quilizers your  body  builds  up  an  immunity  toward  them  and  the 
other  pains  of  the  body  are  nulled  by  their  effect.  Christmas 
Day,  1967,  Don  took  suddenly  ill  and  was  hospitalized  with 
bleeding  ulcers  and  a bowel  obstruction.  The  severe  pain  of 
the  ulcer  had  not  been  discovered  when  having  an  examination 
at  Mayo  on  November  20.  Because  every  complaint  was  blamed  on 
H.D.,  the  rest  of  the  body  was  left  unexamined  and  this  was  the 
cost  Don  had  to  pay.  He  was  seriously  ill  until  January  19,  1968, 
thus  forcing  retirement  from  his  job.  After  this  turning  point, 
all  started  going  downhill.  Not  one,  but  two,  serious  illnesses 
needing  medication  that  worked  against  each  other. 
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Loss  of  a job,  no  income,  explanations  to  children,  ages 
6,  7 and  8,  there  was  much  to  be  done.  I had  to  go  out  and 
seek  a job,  which  I was  successful  in  doing,  and  little  by 
little  adjustments  were  made. 

To  growing  children  the  comments  from  their  friends, 

"Your  Daddy  acts  weird;  Your  Daddy  looks  funny,"  were  just  a 
few  of  the  heartbreaking  remarks  they  brought  home  with  tears 
in  their  eyes.  Don's  involuntary  muscle  spasms  and  facial 
grimaces  were  getting  more  and  more  noticeable  every  day.  The 
adjustment  to  staying  home  was  hard  for  an  active  salesman. 

Soon  the  loss  of  daily  contact  with  the  busy  outside  world  led 
to  a feeling  of  inadequacy,  restlessness,  lack  of  self  confidence 
and  soon  dependency  for  every  move. 

Family  ties  were  paralyzed  in  early  1958.  Don's  only 
brother,  Lester,  was  committed  to  a mental  institution--never 
again  visited  by  his  six  sons  and  wife  until  the  day  before  his 
death  in  May,  1971.  Consequently,  the  family  chose  not  to  visit 
or  communicate  with  our  family,  because  we  had  taken  him  on  pic- 
nics and  various  rides.  We  were  as  strangers  until  1969,  when 
the  oldest  nephew  invited  us  to  his  wedding.  After  not  seeing 
the  family  for  11  years,  we  were  shocked  to  see  a 19-year-old 
nephew  looking  pale,  shaking  involuntarily,  and  staggering  as 
he  walked.  Yes,  he  had  started  showing  signs  at  age  16,  had 
to  quit  school,  got  some  private  tutoring,  was  soon  confined  to 
a wheelchair,  then  nursing  home  and  death  in  May,  1973.  It  was 
felt  that  if  Lester  was  removed  from  the  home,  the  dread  disease 
had  left  the  rest  of  the  family  free  to  live  again.  Not  true. 

At  this  time  another  son  is  battling  the  middle  stage  of  H.D. 
and  once  again  the  family  is  back  together,  fighting,  hoping, 
praying  for  the  cure  for  all  mankind. 

It  has  become  necessary  for  us  to  seek  marriage  counseling, 
psychotherapy  and  whatever  help  the  Human  Services  Center  could 
give  us.  A severe  temper  tantrum  led  Don  to  striking  me,  break- 
ing my  glasses,  trying  to  kick  the  children  out  of  their  home, 
throwing  everything  in  reach.  In  fear,  the  police  were  called. 
They  wanted  to  lock  him  up  on  a charge  of  assault.  We  discussed 
the  problem  at  length,  Don  was  released  and  sent  to  a psychia- 
tric unit  for  two  weeks.  New  medication  was  started,  namely 
Prolixon  and  Tofranil,  which  he  is  using  yet  today.  We  still 
have  the  temper  tantrums  for  unknown  reasons,  but  the  family 
has  tried  to  work  around  it.  It  is  still  a fear  in  our  minds-- 
the  next  time  could  be  more  serious. 
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Friends  get  a little  more  distant  when  you  no  longer  can 
bowl  or  play  ball  due  to  physical  defects,  can't  play  cards  due 
to  mental  loss,  find  it  hard  to  go  out  dining  when  you  are 
clumsy  and  cannot  sit  still,  cannot  pass  time  reading  because 
you  cannot  remember  or  comprehend  what  you  have  read  and  your 
eyes  play  tricks  on  you.  What  is  left? 

Yes,  it  is  a loving,  understanding  family  that  helps  the 
H.D.  patient  face  the  future.  The  feeling  that  he,  too,  may 
be  left  alone  like  his  brother,  has  troubled  Don  a great  deal. 

We  were  the  only  two  families  within  a radius  of  100  miles  that 
had  H.D.  We  felt  overcome  with  fears  and  frustrations  until 
April,  1975  when  we  noticed  an  ad  in  the  paper  for  the  Wisconsin 
Chapter  to  Combat  Huntington's  Disease.  We  wrote  immediately 
and  to  this  day  we  are  in  close  contact  with  the  officers,  which 
have  become  close  friends.  Through  their  encouragement,  we 
attended  the  National  Convention  in  1975  and  became  a member  of 
a large  family  working  together.  Our  personal  talks  with 
Marjorie  Guthrie,  Dr.  Whittier  and  others  gave  us  a new  hope 
for  the  future.  Questions  were  asked  and  answered. 

Our  children  all  share  the  fear  of  their  future.  Would  you 
blame  them?  It  hinders  them  from  answering  job  applications, 
insurance  forms  and  other  applications  honestly.  They  don't 
stand  a chance  in  the  outside  world  with  a strike  like  this 
against  them.  Our  third  son  was  not  granted  a life  insurance 
policy  because  the  truth  was  uncovered.  He  must  pay  high  risk 
premiums  for  less  coverage  than  his  sister  and  brother.  Health 
insurance,  unless  by  group  method,  is  impossible.  What  are 
these  young  people,  the  at-risks,  to  do? 

We  do  have  our  bright  side  too.  On  December  1,  1976, 

Donald  is  to  fly  to  Bethesda  where  he  can  take  part  in  the 
research  program  for  H.D.  We  need  the  loving  families,  local 
chapters,  national  chapter  and  others  to  bring  us  close  together, 
but  more  than  anything,  we  need  to  express  ourselves  clearly  to 
you — members  of  the  COMMISSION  FOR  THE  CONTROL  OF  HUNTINGTON'S 
DISEASE  AND  ITS  CONSEQUENCES.  YOU  are  the  ones  that  will  read 
between  these  lines  and  get  the  message  to  Congress  and  our 
President.  Over  100,000  victims  and  who  knows  how  many  at- 
risk  children  are  trying  to  say:  "HELP!  HELP.'"  Given  a 

chance  to  live  normal,  happy  lives,  we  in  turn  will  help  you. 

We  are  depending  on  you  to  combine  the  testimonies  received  and 
make  this  the  biggest  and  most  powerful  plea  ever  stated — 

HELP! 


Family  members  having  H.D.: 
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George  Heinz  - death  January,  1952  - father 
Lester  Heinz  - death  May,  1971  - brother 
William  Heinz  - death  May,  1973  - nephew 

Robert  Heinz  - nephew  - now  in  beginning  to  middle  stages 
age  34 

Nick  Heinz  - uncle 
Mary  Tomsen  - aunt 
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BETTY  HEITSMAN 

FLATWOODS,  KENTUCKY  AUGUST,  1976 


I am  glad  to  give  my  testimony  to  NHDA  in  the  hope  it  may 
help.  My  ex-husband  died  with  H.D.  June  13  of  this  year.  I 
was  married  to  him  for  18  years  and  we  had  four  children.  While 
we  were  married,  he  had  a very  bad  temper,  was  tired  all  the  ^ 
time  and  had  difficulty  holding  a job.  I just  thought  he  was  a 
very  mean  person,  as  he  showed  no  signs  of  being  ill.  I divorced 
him  in  1963. 

About  a year  after  this,  his  facial  expression  started  to 
change  and  he  seemed  extremely  nervous.  He  also  had  blackouts. 
His  dad  lived  with  him  and  he  took  him  to  the  state  hospital  for 
tests.  They  weren't  definite  about  what  it  was  and  thought  it 
might  be  Parkinson's  disease.  They  released  him.  He  got  grad- 
ually worse.  The  muscles  in  his  legs  seemed  to  give  way  when 
he  would  start  to  sit  down.  His  speech  became  slurred  and  he 
started  to  have  some  choreic  movements. 

His  dad  passed  away  in  1968  and  he  was  left  alone.  My  sons 
would  go  to  see  him  once  in  a while  as  did  my  two  daughters. 

People  were  afraid  of  him  and  thought  he  was  drunk.  He 
was  arrested  one  night  and  spent  the  night  in  jail  until  his  son 
got  him  out.  The  police  tried  to  arrest  him  several  times  after 
that . 


About  a year  and  one-half  ago,  my  oldest  daughter,  Connie, 
moved  in  with  him  to  take  care  of  him.  He  was  so  happy  to  have 
her  and  depended  on  her  for  everything.  Last  summer  she  took 
him  to  the  A.  B.  Chandler  Medical  Center  in  Lexington,  Kentucky 
and  only  then  was  he  diagnosed  as  having  H.D.  and  also  lung  can- 
cer. They  called  my  children  and  me  in  for  a conference  and  gave 
us  the  news.  I found  myself  wishing  that  I had  known,  that  I 
had  never  had  children — but  it's  too  late  for  that.  My  two  sons 
already  have  children  too. 

He  spent  several  months  there  and  wanted  so  badly  to  come 
home.  We  painted  and  cleaned  his  house  and  the  children  took  him 
home.  Every  day  he  got  worse.  The  bathroom  was  upstairs  and 
Connie  was  so  afraid  he'd  fall.  He  became  bedfast  in  April  of 
this  year. 
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Connie  was  trying  to  go  to  school  and  take  care  of  him 
too.  She  went  to  the  Welfare  Department  and  tried  to  get  help 
and  someone  to  stay  while  she  was  in  school — but  they  wouldn't 
help.  She  thought  he  had  pneumonia  and  took  him  to  St.  Mary's 
Hospital  in  Huntington,  West  Virginia.  They  wouldn't  keep  him 
and  said  they  didn't  have  the  facilities  to  care  for  an  H.D. 
patient.  He  was  so  sick  all  the  time  and  couldn't  keep  any 
food  down.  Connie  and  my  son  were  lifting  and  changing  his  bed 
and  bathing  and  shaving  him  with  no  help. 

He  fell  in  the  bathroom  and  Connie  found  him  lying  there 
when  she  came  in  from  school.  She  took  him  to  the  hospital 
again.  Again,  they  wouldn't  keep  him.  She  brought  him  back 
home.  Finally,  a month  later,  she  got  him  in  Doctors  Memorial 
Hospital  where  he  died  a month  later.  Connie  wanted  to  send 
brain  tissue  to  Bethesda,  Maryland  but  they  wouldn't  even  do 
that.  They  said  they  couldn't — that  it  would  take  a team  of 
doctors.  They  even  told  her  she  would  have  to  pay  the  postage 
even  if  they  could  send  it. 

No  one  realizes  how  terrible  this  disease  is  until  it  hits 
someone  dear  to  them.  Then  you  have  to  worry  about  all  the  fu- 
ture generations  getting  it.  There  should  be  more  publicity 
about  it  too.  People  come  up  to  us  and  say,  "Did  he  have  Hunting 
ton's  disease  because  he  lived  in  Huntington,  West  Virginia?" 

I live  in  the  hope  that  soon  they'll  find  a cure  and  a 
test  to  determine  if  a person  has  it.  We  didn't  even  know  what 
was  wrong  with  him  from  1964  until  1975.  Doctors  in  this  area 
seem  to  know  virtually  nothing  about  H.D.  One  doctor  told  Connie 
not  to  worry  that  only  males  get  it.  I certainly  hope  the  govern 
ment  will  appropriate  substantial  funds  to  help  these  people. 

As  one  article  I read  on  it  said,  "H.D.  is  the  most  demonic  of 
diseases,"  and  it  certainly  is. 
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THELMA  HENDERSON 

INDIANAPOLIS,  INDIANA  March  3,  1977 


I am  writing  this  letter  in  an  endeavor  to  assess  the 
effect  of  Huntington's  disease  on  our  family  situation. 

My  husband,  the  victim,  owned  and  successfully  operated 
a retail  pharmacy  for  30  years.  He  was  a community  leader  in 
business  and  professional  organizations  and  also  in  church 
and  service  organizations.  At  age  51,  due  to  personality  changes, 
he  was  forced  to  retire.  Three  years  later,  after  a pneumo- 
encephalogram, his  illness  was  clinically  diagnosed  as  Hunting- 
ton's disease.  By  this  time,  involuntary  movements,  although 
slight,  could  be  detected.  The  diagnosis  will  not  be  verified 
until  an  autopsy  is  performed,  since  hereditary  confirmation  is 
impossible,  due  to  the  fact  that  his  father  disappeared  and  has 
not  been  traced  for  some  63  years.  Huntington's  disease  has 
profoundly  affected  our  family  life,  economically,  socially, 
and  in  every  close  personal  relationship. 

We  have  five  offspring  ranging  in  age  from  35  to  22.  The 
first  three  are  male,  pursuing  successful  careers:  an  economist, 

a psychiatrist,  and  a college  professor.  The  two  older  sons 
have  had  psychotherapy,  one  especially  due  to  his  reaction  to 
being  "at  risk."  All  are  established  some  distance  from  home 
and  wish  to  remain  disassociated  as  much  as  possible  from  Hunt- 
ington's for  fear  of  damage  to  their  careers.  All  are  married: 
one  childless,  one  with  adopted  twins,  one  with  a natural  son. 

All  have  experienced  great  difficulty  in  facing  the  heredity 
problems,  and  obviously  all  have  solved  it  differently.  Both 
they  and  their  wives  were  fully  informed  before  marriage  of  the 
heredity  factor.  They  feel  great  pressure  to  "make  their  mark" 
early  and  to  accumulate  enough  resources  to  ensure  security 
should  they  be  stricken. 

Our  fourth  child  and  first  girl  is  mentally  retarded 
(IQ:  69-74)  and  emotionally  disturbed.  She  is  the  only  off- 

spring now  living  at  home.  There  is  some  question  among  doctors 
as  to  how  much  of  her  disability  may  be  due  to  Huntington's  and 
whether  or  not  a rather  drastic  recent  deterioration  may  be  due 
to  the  onset  of  Huntington's.  She  is  essentially  dependent, 
and  I am  the  guardian  of  her  person  and  estate.  She  resents 
the  time  and  attention  given  to  her  ill  father  and  is  increas- 
ingly unpleasant  to  him. 
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Our  22-year-old  daughter  has  recently  married  and  is 
completing  her  senior  year  in  elementary  education.  She  and 
her  husband  also  have  the  full  facts  and  have  had  genetic 
counseling.  She  is  loving  toward  her  father,  but  nervous  and 
uneasy  when  with  him — spends  as  little  time  as  possible  with 
him. 


Naturally  our  family  income  is  greatly  reduced  since  my 
husband's  retirement.  I essentially  make  all  business  and  per 
sonal  decisions,  although  I endeavor  to  consult  him  at  least 
in  a superficial  way.  Since  his  judgment  is  impaired  and  his 
memory  short,  this  is  sometimes  impossible.  To  a degree,  he 
is  persuaded,  sometimes  deceived,  and  if  necessary,  defied 
just  to  ensure  family  survival.  I have  power  of  attorney, 
but  I am  not  his  guardian.  I have  been  advised  by  our  doctor 
and  attorney  to  take  the  necessary  steps  to  become  hi s legal 
guardian,  but  I am  reluctant  to  make  him  face  the  indignity 
of  the  court  action. 

Since  my  husband  and  I were  busy  with  family  rearing 
and  business  matters,  we  did  not  have  extensive  social  con- 
tacts. However,  we  did  have  several  close  friends  and  many 
professional  associations.  Since  everyone  is  uncomfortable 
with  my  husband  and  tend  to  shun  him,  now  we  are  very  isolated 
Only  twice  in  some  fifteen  years  has  a friend  asked  my  husband 
out  to  lunch  alone.  Aside  from  his  six  stays  in  the  hospital, 
he  has  been  away  from  me  but  one  night  when  a son  took  him  on 
a short  trip.  Obviously,  he  is  dependent  on  me  for  most  con- 
versation and  recreation.  He  is  reluctant  to  be  seen  in  pub- 
lic, feeling  in  some  way  ashamed  and  guilty  for  not  completing 
his  working  years  productively.  He  "reads"  newspapers  and 
short  articles  but  does  not  retain  or  analyze  information. 

My  husband  has  had  six  psychiatric  hospitalizations 
ranging  in  length  from  two  weeks  to  three  months . He  has 
been  mentally  and  emotionally  ill — from  hallucinating  to  being 
suicidal.  At  times  he  becomes  suspicious  of  the  motives  of 
those  most  worthy  of  his  trust.  He  has  twice  undergone  elec- 
tric shock  therapy.  His  involuntary  movements  are  moderately 
well  controlled  by  medication,  although  stress  aggravates  them 
He  manages  all  personal  grooming  and  feeds  himself,  although 
he  is  slow,  tense,  and  experiences  some  problems  with  chewing. 
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I have  been  able  to  live  this  limited  existence  because 
of  an  attitude  I have  developed  and  certain  meaningful  activi- 
ties I keep  busy  with — a Sunday  School  class  and  as  a board 
member  of  the  County  Association  for  Retarded  Citizens.  When 
I learned  that  my  husband  had  Huntington's  and  that  our  chil- 
dren were  "at  risk,"  I was  devastated,  and  the  grief  still 
permeates  every  facet  of  my  life.  Gradually  I developed  a 
feeling  that  my  life  really  ended  February  22,  1966,  the  day 
I learned  what  the  problem  was.  Since  that  day,  I have  had 
many  rich  experiences--graduations , weddings,  trips--but  always 
with  the  underlying  realization  that  nothing  is  as  it  seems. 
Promising  careers  may  be  cut  short,  and  marriages  do  not  bring 
the  joy  of  reproduction.  I have  the  sense  of  "beating  time," 
of  watching  and  waiting.  True,  the  future  is  uncertain  for 
all  of  us,  but  dread  overshadows  some  more  than  others.  I have 
been  able  so  far  to  submerge  my  personal  comfort,  desires,  and 
ambitions  in  order  to  "see  my  husband  through"  and  to  free  our 
children  to  have  as  many  good  and  productive  years  as  possible. 
Right  or  wrong,  this  is  how  I will  finish  my  years — under  the 
blight  of  Huntington's  disease. 

I hope  this  assessment  and  personal  testimony  will  be 
of  some  help  in  furthering  research. 
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MRS . BEATRICE  HODACH 

MILWAUKEE,  WISCONSIN  MARCH  2,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  0 


How  many  are  afflicted  now?  1 


How  many  are  "at  risk?"  1 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


What  problems  had  to  be  met? 

Had  Wilson's  disease  with  Huntington's.  Caused  worse 
conditions  in  medication.  Also  money  problems. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Definitely;  patient  occupied  living  room  24  hours. 

Were  there  any  financial  troubles? 

Yes.  No  income  just  Social  Security  and  pension  which 
isn't  much  with  the  cost  of  living. 


Was  there  an  employment  problem?  Patient  cannot  work 
and  wife  cannot  work  because  of  need  to  take  care  of 
husband.  Daughter  is  too  young. 


How  were  your  requests  for  assistance  received  or 
refused? 

There  was  nothing  to  be  done  for  with  no  employer  there 
is  no  possible  way  to  receive  help  with  medical  payments. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

No  job,  so  private  payment  of  medical  insurance  was 
essential . 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

With  this  disease  we  have  lost  our  friends  for  husband 
is  manditory  and  people  are  not  willing  to  put  up  with 
this  disease. 


Has  there  been  extra  stress  placed  on  your  children? 

Yes.  I have cne  child  and  she  has  been  burdened  with 
much  responsibility  and  emotional  problems. 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for; 
(check : ) 

/)^  More  and  better  research. 

/}^  Better  public  understanding  of  our  problem. 

/x7  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 

My  14-year-old  daughter  filled  out  this  form.  Right  at  present, 
I can  feel  my  health  going  downhill.  The  spasms  or  movements 
make  me  very  nervous.  I am  doctoring  all  the  time.  My  doctor 
took  him  off  Haldol  and  put  him  on  phenobarbitol . He  is  up  at 
night  so  much.  You  never  have  any  peace  of  mind  from  the  day 
the  disease  is  diagnosed  (which  is  almost  7 years) . When  you 
leave  the  patient  home  alone,  you  worry  about  him.  Home  care 
is  too  expensive. 
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ALICE  B.  JOHNSON 

WILLIAMS,  MINNESOTA  FEBRUARY  7,  1977 


My  husband  was  a farmer  and  is  now  74  years  of  age.  He 
came  from  a family  of  eight  children;  three  of  them  had  known 
H.D.,  two  girls  are  free  of  the  disease;  and  three  are  not  known. 
We  have  two  sons  with  the  illness.  Our  two  daughters,  42  and 
47,  are  well.  One  brother  has  a son,  a doctor,  who  has  the  ill- 
ness at  46. 

I first  admitted  my  husband  was  ill  when  he  was  60  years 
of  age,  but  no  doubt  he  had  had  it  many  years  before.  My  sons 
showed  definite  signs  at  around  32. 

The  most  frustrating  problems  are  getting  help  to  care  for 
them.  My  husband  had  been  most  difficult  but  anyone  who  saw 
him  briefly  did  not  see  how  disturbed  he  was.  He  attempted 
suicide  before  I could  get  him  into  a nursing  home.  I went 
first  to  our  family  doctor,  then  to  our  minister,  head  of  the 
mental  health  department  for  this  area,  our  county  commissioner 
and  the  community  action  worker.  The  county  welfare  department 
made  the  arrangements  and  he  has  been  in  a nursing  home  for  six 
years.  We  had  a small  farm  and  when  it  was  sold,  I paid  for 
his  care  until  it  was  down  to  $1,000  which  I am  allowed  to  keep. 

Our  older  son,  45,  spent  some  time  in  a mental  hospital 
but  was  released  and  placed  in  a boarding  home.  His  H.D.  is 
mostly  mental  so  he  still  works  in  a sheltered  workshop.  I would 
like  to  say  that  I consider  these  shops  a Godsend  for  handicapped 
people.  It  keeps  them  in  contact  with  others  and  gives  them  a 
little  more  income. 

This  son  was  married  and  has  five  children  23  to  14.  He 
is  divorced  from  his  first  wife  but  has  married  a handicapped 
woman  and  they  have  companionship  which  is  good,  as  his  first 
family  has  very  little  to  do  with  him.  The  children  have  un- 
pleasant memories  as  he  was  very  tense  and  unpredictable. 

Our  younger  son,  38,  has  just  been  diagnosed  as  having 
H.D.  His  is  mostly  motion  with  very  little  change  in  his  mental 
outlook.  He  is  divorced  and  has  custody  of  his  two  children, 

10  and  12.  Now  the  problem  is  how  long  will  he  be  able  to  work 
as  a machinist,  care  for  his  children  and  drive  a car?  He  has 
been  given (Deanol) and  Triavil  which  seems  to  help.  I called 
the  CCHD  in  Minneapolis  and  received  very  good  advice.  I am 
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particularly  concerned  about  the  effect  his  illness  will  have 
on  his  children.  My  daughter  thinks  they  should  not  live  with 
him,  but  I cannot  deprive  him  of  their  company  when  he  is  fac- 
ing such  a bitter  future.  The  children  love  him  and  do  not 
want  to  leave  him. 

In  conclusion/  I would  say  the  first  need  is  research  so 
that  a cure  can  be  found;  second/  help  to  care  for  the  ones  who 
have  the  illness;  third/  compassion  in  counseling  the  at-risk 
children/  and  perhaps  a test  to  determine  their  driving  ability 
before  they  have  a serious  accident. 
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GERTIE  JOPPRY 

DULUTH,  MINNESOTA  JUNE  15,  1977 


As  a mother  v/ith  four  children  and  six  grandchildren, 
at  risk  for  Huntington's  disease,  I urge  you  to  do  your  best 
to  bring  about  some  control  and  more  study  as  to  the  medication 
to  relieve  the  symptoms.  This  is  a terrible  disease  to  have 
in  a family.  My  husband  died  of  it  when  he  was  54  years  old, 
and  to  think  that  my  children  have  a 50-50  chance  to  inherit 
it  is  a heavy  burden,  indeed. 

Thank  you  for  anything  you  can  do. 
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ROBERT  W.  KESSLER 

MONROE,  WISCONSIN  FEBRUARY  14,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Three. 


How  many  are  afflicted  now?  Three. 


How  many  are  "at  risk?"  Nine. 


This  disease  not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


What  problems  had  to  be  met? 

What  to  do  about  income,  what  to  do  about  care,  what  to 
do  about  children. 
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After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
The  arrangement  for  care  on  a long-term  basis. 

Vlere  there  any  financial  troubles? 

Yes.  Many  different  income  arrangements. 


Was  there  an  employment  problem? 

The  person  self-employed  had  to  sell  business. 

Was  there  difficulty  with  an  insurance  problem  or 
disability  payments?  Insurance  and  disability  cover 
only  for  a short  time. 


How  were  your  requests  for  assistance  received  or 
refused?  v.A.  hospital  refused  admittance  for  a 
a long  time. 
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4-  Hov7  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

It  has  made  me  not  raise  children  and  many  other  decisions 


Has  there  been  extra  stress  placed  on  your  children? 


Do  your  children  know  they  are  "at  risk?" 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 

(check : ) 

/x/  More  and  better  research. 

/x/  Better  public  understanding  of  our  problem. 

/x7  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS : 

To  see  your  father  have  H.D.  and  of  the  six  children  my 
father  had,  four  got  H.D.  also.  Two  dead,  two  afflicted  now, 
two  at  risk.  I am  the  youngest.  I have  a nephew  afflicted 
also.  This  is  a life  I hope  nobody  has  to  live.  The  people 
who  have  the  disease  do  not  have  the  money  to  fight  the  disease 
let  alone  donate  large  amounts  of  money. 
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JAMES  L.  KIMBALL 

APPLETON,  WISCONSIN  FEBRUARY  25,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 


1. 


About  my 
H .D.  ? 

How  many 

How  many 


family  and  relatives:  How  many  have  died  with 

One . 

are  afflicted  now?  Two. 
are  "at  risk?"  Five. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


What  problems  had  to  be  met? 
Putting  my  wife  in  a nursing  home. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

I still  have  two  adult  children  living  at  home  with 
me,  ages  20  and  22. 


Were  there  any  financial  troubles? 

There  was  at  first  (year)  now  m.y  wife  receives  medical 
assistance . 


Was  there  an  employment  problem?  no. 


Was  there  any  difficulty  with  an  insurance  problem  or 
disability  payments?  No. 


How  were  your  requests  for  assistance  received  or 
refused? 

Received . 


3-234 


Chicaqo,  Illinois 


October  20,  1976 


4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Is  is  hard  both  for  my  wife  and  myself  living  separately 
although  I know  it  can't  be  helped. 


Has  there  been  extra  stress  placed  on  your  children? 
Yes . 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

/x/  More  and  better  research. 

Better  public  understanding  of  our  problem. 

/ / Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/ / RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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ESTHER  KRESSLY 

CHICAGO,  ILLINOIS  FEBRUARY  19,  1977 


I am  a member  of  CCHD  since  some  of  my  relatives  have 
Huntington's  disease.  We  were  told  about  your  Commission  and  it 
was  suggested  that  we  write  you  our  experiences  in  connection 
with  the  consequences  of  this  disease. 

This  is  a very  difficult  thing  for  me  to  write  about.  We 
really  cannot  give  an  adequate  description  of  the  feelings,  wor- 
ries, and  tragedies  in  each  family  where  someone  is  inflicted  with 
this  disease.  Each  case  is  somewhat  different,  and  so  the  effect 
on  the  person  and  on  the  family  is  different  also.  In  some  cases 
it  starts  earlier  than  in  others.  In  some  cases  the  persons  in- 
volved are  knowledgeable;  in  others,  it  takes  years  of  question- 
ing and  groping  before  they  get  an  adequate  picture  of  what  is 
happening.  If  you  would  see  an  advanced  case  of  someone  having 
Huntington's  disease  (and  I suppose  you  have),  you  would  know  why 
I think  it  can  be  one  of  the  worst  diseases  known.  Thank  God, 
however,  pain  is  not  one  of  the  prominent  symptoms,  although 
there  is  secondary  pain  in  connection  with  falls,  cuts,  burns, 
etc . 


I really  don't  know  what  facts  you  should  have,  or  are 
collecting.  I am  the  Conservator  for  my  aunt  who  resides  in  a 
nursing  home  close  to  where  we  live.  For  years  (after  her  40th 
birthday)  she  became  increasingly  emotionally  disturbed,  muscularly 
inept,  and  gradually  incapable  of  making  decisions,  taking  care 
of  herself,  etc.  It  was  some  time  before  the  family  knew  what 
was  wrong.  Until  she  was  diagnosed  she  was  misunderstood,  in- 
sulted, scolded,  etc.  When  another  aunt,  who  was  in  a more  pro- 
gressed state,  was  diagnosed,  then  we  realized  what  was  the  matter 
with  this  one.  The  first  aunt  spent  her  last  years  in  a nursing 
home,  getting  increasingly  worse.  Now  the  same  is  happening  to 
this  aunt.  The  third  aunt  is  also  in  a nursing  home,  but  not  as 
severe  as  these  two.  At  present  there  are  three  cousins,  around 
my  age--middle-aged — who  have  dropped  out  of  their  professions, 
and  are  gradually  losing  their  abilities.  One  was  a nurse,  one 
a doctor,  and  one  a teacher-minister.  It  is  very  frustrating 
for  the  families,  in  each  case,  to  face  up  to  the  present  and 
future  situation.  In  some  cases  it  means  years  in  institutions. 

In  others  it  means  keeping  the  person  home  for  as  long  as  is 
humanly  possible,  and  suffering  emotionally  because  of  the  un- 
predictable nature  of  the  disease,  and  its  many  manifestations. 
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At  present  my  aunt  has  erratic  movements  to  the  extent 
that  she  can  only  walk  with  help,  can  barely  get  food  to  her 
mouth,  and  anything  she  tries  to  do  fails  90%  of  the  time.  She 
can't  write  or  talk  anymore.  She  is  aware  of  her  surroundings 
and  tries  to  make  her  wants  known,  but  with  extreme  difficulty. 

If  anyone  tries  to  feed  her,  comb  her  hair,  cut  her  nails,  dress 
her,  etc.,  it  is  very  difficult.  Her  movements  make  it  a real 
struggle.  Sometimes  I try  to  perform  some  of  these  personal 
tasks.  Sometimes  the  nurses'  aides  attempt.  We  haven't  been 
able  to  figure  out  very  satisfactory  methods.  I haven't  been 
able  to  talk  to  anyone  about  how  to  do  these  things-"Only  with 
the  aides.  There  should  be  a counselor  or  social  worker  availa- 
ble to  discuss  this  problem.  I don't  think  she's  getting  enough 
food  in  her.  No  one  bothers  to  wipe  her  after  a bowel  movement 
(she  still  can  go  to  the  washroom  by  herself,  but  most  of  the 
time,  she  doesn't  make  it  quick  enough);  she  tries  to  perform 
this  function  for  herself  but  fails.  I haven't  succeeded  myself. 
Feeding  and  wiping  seem  to  be  my  concerns  for  the  time  being, 
but  what  about  dental  work?  The  nursing  home  hasn't  found  a 
dentist  who  will  take  her  case.  It  probably  involves  staying 
in  the  hospital.  Would  you  believe?  She  bit  into  an  apple  and 
one  front  tooth  came  out.  She  is  now  getting  to  the  point  where 
she  chokes  on  food  occasionally.  I used  to  give  her  nuts,  apples, 
etc.  Now  anything  hard  like  that  is  out.  In  the  nursing  home 
most  of  the  food  is  soft  so  there  isn't  too  much  danger  at  the 
moment  from  choking,  but  her  swallowing  may  get  worse. 

She  must  be  very  frustrated  and  really  not  know  what  is 
going  on  or  why.  She  used  to  be  a pianist  and  organist.  She 
stopped  playing  a long  time  ago.  When  I visit  her,  she  always 
pulls  me  toward  the  piano.  Then  she  smiles  very  knowingly  when- 
ever I play  something  she  used  to  know.  Sometimes  she  gets  up 
and  tries  to  touch  the  keys  and  hits  a few  of  them  like  a little 
child.  It's  really  heartbreaking  to  see. 

My  three  cousins  are  in  various  stages  of  mental/muscular 
disability.  All  three  were  musicians  and  one  by  one  are  getting 
so  they  can't  play  anymore.  Some  of  them  tried  the  drugs  which 
make  the  movements  less,  but  were  not  satisfied  with  the  side 
effects.  I believe  they  said  it  made  them  depressed,  sleepy, 
etc . 


I don't  know  whether  my  aunt  is  getting  the  right  kind  of 
medicine  or  not.  I can't  seem  to  get  that  information.  That  is 
what  I am  pursuing  at  present--whether  she  could  have  a drug 
which  calmed  her  movements,  or  whether  it  would  hurt  her  disposition. 
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At  present,  she  is  comparatively  content,  and  the  aides  like  her 
and  try  to  help  her  if  they  can.  If  she  became  moody  or  sullen 
they  might  not  be  so  pleasant  to  her.  There  were  many  times  in 
the  past  when  she  was  in  despair  over  her  increasing  handicap, 
but  she  has  reached  the  stage  mentally  where  she  is  more  childlike 
in  her  attitude.  She  may  even  be  regressed  to  the  point  where 
she  isn’t  aware  of  the  meaning  of  her  symptoms  anymore.  If  this 
is  true,  I think  that  this  is  a blessing. 

This  aunt  is  not  married  and  has  no  children.  The  three 
cousins  are  children  of  my  first  aunt.  They  each  have  children 
and  a spouse.  They  are  all  aware  of  the  disease,  its  symptoms 
and  prognosis,  but  had  their  families  before  their  mother  was 
diagnosed.  None  of  them  visit  my  aunt  anymore.  It's  just  too 
depressing.  Since  my  mother  hasn't  shown  any  symptoms,  I can 
be  a little  bit  more  objective,  and  yet  I can  hardly  stand  to  be 
with  her  myself.  All  through  the  years,  when  we  were  looking 
for  answers  and  guidance  there  was  very  little  to  be  had. 

Now,  thanks  to  the  efforts  of  CCHD  we  have  come  in  contact  with 
other  persons  of  the  same  problem,  and  yet  it  is  hard  to  talk 
about  things,  and  we  need  professional  help.  I read  in  the 
letters  that  there  are  centers  in  some  major  cities  where  one 
can  get  information  and  counseling,  but  I haven't  found  any  for 
myself.  The  doctors  and  nurses  with  whom  my  aunt  and  I have  been 
associated  have  been  of  little  help.  Any  information  that  can 
be  given  to  doctors  on  the  social,  psychological,  physical,  and 
emotional  aspects,  will  be  of  benefit. 

In  closing,  I want  to  say  that  we  are  a religious  family 
and  have  had  some  help  from  friends  and  ministers.  If  it  weren't 
for  that,  we  wouldn't  have  been  able  to  face  this  situation 
(having  this  in  our  family) . I really  believe  that  a disease 
which  results  in  a sudden  death  (such  as  a heart  attack)  is 
easier  to  endure  than  seeing  a loved  one  continue  to  get  worse 
with  H.D.  (My  father  died  of  a heart  attack.) 
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1 would  like  to  submit  my  testimony  as  to  how  H.  D.  has  affected 
our  family. 

My  daughter,  Joanne  Hammel,  was  an  infant  of  two  months  when 
her  father  passed  away  in  1934  of  aplastic  anemia.  His  age  was  23. 

1 remarried  when  Joanne  was  3|  years  old  and  Joanne  had  a very 
normal  childhood  and  early  adulthood.  She  took  her  nurses'  training 
in  Chicago,  married  at  age  20,  and  had  two  daughters  of  her  own. 

For  12  years  she  worked  as  a surgical  technician  in  our  local 
hospital. 

Three  years  ago  she  began  to  lose  her  sense  of  coordination  and 
was  diagnosed  to  have  H.  D. 

Since  this  disease  is  considered  to  be  hereditary  we  have  been 
totally  at  a loss  to  know  how  she  came  to  have  it,  since  her  father  died 
of  aplastic  anemia  and  his  parents  died  in  old  age--his  mother  with 
cancer  and  father  of  old  age  complications.  I do  not  know  of  any  case 
of  it  in  my  family. 

You  can  imagine  how  we  feel  at  a dead-end  and  praying  that  more 
can  be  learned  as  to  the  cause  and  control  of  H.  D. 

Joanne  is  now  42  years  old  and  is  still  at  home,  but  not  even  able 
to  dial  a telephone  or  write  a letter. 

Please  consider  giving  all  the  help  you  can  to  Joanne  and  so  many 
people  whose  lives  are  affected. 
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SEPTEMBER  10,  1976 


Our  family  first  heard  of  H.  D.  when  my  mother-in-law  was  sent  to 
Madison  General  Hospital.  By  that  time  the  disease  had  passed  into  a 
stage  where  she  could  no  longer  care  for  herself  and  she  was  placed  in 
the  Eau  Claire  County  Hospital  where  she  lived  for  seven  years  unable 
to  recognize  her  own  children  or  care  for  herself. 

Then  about  six  years  ago  my  wife  was  hospitalized  for  thirteen 
days  at  Sacred  Heart  Hospital  at  Eau  Claire,  Wis.  where  a series  of 
tests  were  conducted  and  her  trouble  was  diagnosed  as  H.  D.  About  a 
month  after  her  release  she  fell  and  broke  a hip  and  has  never  been  able 
to  resume  her  life  as  housekeeper. 

Since  then  she  has  fallen  twice  that  resulted  in  broken  bones.  The 
first  fall  caused  the  other  hip  to  be  broken  and  the  second  one  caused  a 
break  of  her  wrist. 

I have  been  retired  about  three  years  and  a half  and  take  care  of 
her  at  home  without  help.  None  of  our  children  live  in  the  close  area. 

Of  our  five  children  three  are  over  forty.  I'm  sure  the  two  younger 
ones  have  worried  over  the  possibility  of  becoming  H.D.  patients  many 
times. 

I find  that  most  people  I am  in  contact  with  do  not  know  what 
H.D.  is.  We  need  some  program  to  make  people  aware  of  the  disease 
and  more  research  work  to  attempt  to  control  it. 
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1 am  a person  at  risk  for  H.  D.  and  I have  very  strong  feelings  in 
snf)port  of  the  need  for  legislation  for  money  to  research  this  disease. 

My  father  died  of  H.  D.  four  years  ago.  During  the  18  year  course 
of  the  disease,  my  mother  and  I watched  our  loved  one  slowly  deteriorate 
both  mentally  and  physically  until  he  could  no  longer  be  kept  at  home. 

My  father  spent  the  last  18  months  of  his  life  a rotting  mass  of  decubiti, 
neglected  and  forgotten  except  by  those  of  us  who  loved  him.  The  staff 
of  the  nursing  home  couldn't  stand  to  be  around  him.  My  mother  and  I 
watched  my  once  dignified  father  die,  robbed  of  all  dignity,  by  a disease 
most  people  don't  even  know  about. 

1 live  at  risk  with  this  disease.  1 have  decided  not  to  have  my  own 
children.  My  decision  is  based  on  the  fact  that  H.D.  is  genetically  trans- 
mitted, my  experience  with  my  father,  and  the  fact  that  very  limited 
research  is  being  carried  out  regarding  this  disease.  The  guilt  of  pos- 
sibly transmitting  this  disease  was  more  than  I felt  I could  cope  with. 

1 will  never  know  the  feeling  of  holding  my  own  baby  in  my  arms. 

I go  to  my  neurologist  every  six  months  for  a check-up  even  though 
the  doctor  and  I both  know  that  there  is  no  way  to  diagnose  or  treat  this 
insidious  disease.  I would  like  to  go  to  school  to  do  doctoral  study.  I 
must  struggle  with  the  problem  of  taking  three  years  out  of  my  life  when 
it  may  be  brought  to  a halt  by  H.D. 

1 have  donated  my  body  to  the  Huntington  Association  for  research 
and  this  helps  me  feel  more  pragmatic  about  my  situation.  However, 
presently  very  little  money  or  time  is  being  put  into  an  area  where  1 
and  thousands  like  me  could  be  benefited.  Living  at  risk  with  a disease 
that  very  limited  research  is  being  done  to  determiine  etiologic  factors, 
diagnostic  methods,  or  cure  is  hell--especially  when  no  one  cares  about 
it. 
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I'm  27  years  old  and  at  23  years  of  age  my  dad  died  of  H.  D. 

Prior  to  that  they  finally  discovered  he  had  H.  D.  but  because  of  lack 
of  education  or  information  not  even  doctors  could  know  what  my  dad 
had.  After  being  put  in  a mental  institution  for  several  years,  my  dad 
said  I'm  not  crazy  get  me  out. 

My  husband  and  I went  to  genetic  counseling  after  our  first  child 
was  born.  The  doctor  said  to  limit  our  family  to  four  children.  Well  I 
know  now  that's  too  many,  especially  with  the  H.  D.  risk.  I have  two 
girls  with  no  plans  for  more  children  because  of  the  disease  possibilities. 

Sometimes  I have  fear  of  the  unknown,  not  so  much  for  me  but  for 
my  family.  My  husband  and  I never  talk  of  the  future  with  H.  D.  Its 
hopeless  if  we  can't  find  answers  for  the  financial  hassles,  medication, 
housing  of  patients.  I guess  we  will  have  to  wait  till  it  happens  and 
maybe  there  will  be  answers  for  us  by  then. 

I'm  a new  Christian  so  as  far  as  mental  help  I have  God  to  help  me 
get  through  anything.  If  there  were  a test  that  could  be  taken  to  find  out 
early  in  my  life  if  I had  the  disease  I could  cope  with  the  answer  if  I had 
H.  D.  But  a few  years  ago  without  Christ  I know  I couldn't  have. 

As  far  as  what  I'd  like  to  see  in  the  outcome  of  this  study  is  inform- 
ing the  public,  medical  profession  and  families  of  H.  D.  patients.  But  this 
can  only  be  done  with  research  and  the  people  to  hand  out  information  to 
all  interested  people. 

As  a young  person  my  main  interest  is  to  educate  people  by  telling 
families  how  the  disease  affects  the  carrier  emotionally  even  before  the 
disease  is  physically  apparent. 

I guess  you  could  say,  "I'm  scared.  " 

I have  a uniform  donor  card,  in  which  I have  donated  my  brain.  I 
donated  money.  Now  that's  all  I can  do,  how  about  the  government  or 
your  committee? 
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I would  like  to  outline  for  you  the  effects  of  H.D.  in 
our  family.  Ten  years  ago,  after  numerous  incidents,  my  wife's 
affliction  was  diagnosed  as  H.D.  by  our  doctors  at  a local 
hospital  and  the  Mayo  Clinic.  She  then  had  neurological  brain 
surgery  to  eliminate  some  of  the  severe  involuntary  jerking  of 
her  arms  and  legs.  This  left  her  a semi-invalid. 

Our  family  physician  said  only  continuous  care  and  com- 
panionship, to  minimize  the  use  of  restraints^  could  prevent  her 
from  losing  her  sanity. 

I retired  early  (age  59)  to  devote  full  time  (24  hours  a 
day)  to  attend  her  needs.  For  four  years  I never  had  the  pleasure 
of  sleeping  on  a bed.  All  our  outside  and  family  activities  had 
to  be  eliminated.  It  is  impossible  to  imagine  the  discouragement, 
frustration  and  suffering  of  a person  with  H.D.  year  after  year. 

As  her  medical  requirements  became  more  complex,  her  doc- 
tor entered  her  in  a skilled  hospital  facility.  Even  with  ex- 
cellent personnel,  they  could  not  provide  the  continuous  attention 
required,  so  I have  stayed  with  her  11  hours  every  day.  After 
five  years  there,  I have  passed  20,000  hours  at  her  bedside, 
assisting  with  her  medication,  therapy,  eating,  personal  needs, 
etc . 

I mention  this  as  other  than  personal  satisfaction.  I 
could  not  afford  the  additional  nursing  services,  which  by  now 
would  have  been  about  $50,000. 

The  company  I worked  for  has  a very  good  medical  and  hos- 
pital program  for  their  employees.  After  using  up  my  general 
$30,000  insurance  and  a considerable  amount  of  our  savings, 
the  company  instituted  a supplementary  $100,000  hospital  and 
surgical  policy.  This  permits  us  to  continue  our  present 
arrangement  at  the  hospital. 

As  outlined,  we  have  been  very  lucky  to  survive  the  cata- 
strophic problems  caused  by  H.D.  such  as  medical,  hospitalization, 
care,  family,  etc. 
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Believe  me,  it  is  like  sinking  helpless  in  a pool  of 
quicksand  and  watch  as  everything  you  worked  all  your  life  for 
is  being  taken  away. 

Our  only  son  (37)  and  two  grandchildren  have  not  shown 
any  indications  of  H.D. 

My  recommendations  to  the  Commission  are  try  for  more 
medical  research,  more  personal  nursing  and  hospital  care  for 
H.D.  patients,  and  relief  from  financial  disaster. 

Thanking  you  for  your  efforts  in  our  behalf. 
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JAMES  LEE 

MOSINEE,  WISCONSIN  FEBRUARY  17,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Two. 

How  many  are  afflicted  now?  six. 

How  many  are  "at  risk?"  15. 


This  disease  is  not  in  my  family  but  I am  v/riting  for  a 
/~7  Male  /~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Marshfield  Clinic. 


What  problems  had  to  be  met? 

Emotional  acceptance  initially.  Explanations  to  those  you 
affect.  Planning  future  earnings  and  that  I may  be  around 
the  house  for  five  to  six  more  years. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Separation  from  home  to  suitable  place. 


Were  there  any  financial  troubles? 

I'm  31-year-old  breadwinner;  my  wife  is  unemployed.  She 
has  no  skills  or  higher  education.  When  my  job  is  terminated 
due  to  my  inability  to  handle  the  job,  we'll  be  forced  to 
sell  our  house  we  just  bought  in  August,  1976.  Continuous 
medical  care  for  life,  medication  for  life,  travel.  Many 
benefits  we  have  are  group  through  work  and  these  will  be 
terminated  upon  my  job. 


Was  there  an  employment  problem? 

Yes.  Personally  I drive  a car  to  make  my  living.  It 
certainly  won't  be  long  before  that  terminates  and  then 
termination  of  my  employment. 


How  were  your  requests  for  assistance  received  or 
refused? 

Refused! 


Was  there  difficulty  with  an  insurance  problem  or  disability 
payments?  Disability  policies  exclude  "neuromuscular" 
problems.  H.D.  is  a neuromuscular  problem.  I have  two 
policies  on  which  I am  paying  premiums  which  won't  pay 
when  the  time  comes . 
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How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Treinendously--an  H.D.  victim  is  always  laughed  at  or  talked 
down.  People  don't  understand  the  sickness. 


Has  there  been  extra  stress  placed  on  your  children? 

For  sure--I  have  to  tell  my  12-  and  8-year-old  children  what 
faces  them  to  the  future.  It's  very  hard  for  them  to 
understand . 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

/x/  More  and  better  research. 

Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 

patients . 

/X/  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS : 

I had  a very  promising  career  made  for  myself  and  family 
through  hard  work — job  offers  and  promotion  offered  of  recent 
of  which  I turned  down  due  to  health  problems.  The  future  now 
is  like  someone  pulling  a black  curtain  in  front  of  us.  The 
future  is  so  uncertain.  I pray  your  committee  might  find  answers 
to  the  many  problems  and  to  aid  the  affected  families. 


3-247 


Chicago,  Illinois 


October  20,  1976 


DOROTHY  LESNIK 

KENOSHA,  WISCONSIN  OCTOBER  25,  1976 


You  may  use  my  full  name  and  address  found  at  the  conclusion  of 
this  testimony. 

I am  a fifty-nine  year  old  female  who  is  the  youngest  child  of 
five.  Our  mother  was  afflicted  with  HD  when  I was  born.  There  has 
never  been  a period  in  my  life  when  HD  was  not  among  my  close  rela- 
tives, In  seven  generations  there  have  been  seventeen  people  afflicted 
with  KD.  I have  lived  with  my  mother,  two  aunts  and  a sister  while  they 
were  afflicted  to  an  advanced  degree.  I have  been  in  close  contact  with 
four  other  close  relatives  who  had  HD.  Thoughtless  relatives  told  me 
when  I was  four  years  of  age  that  some  of  the  five  of  us  would  "get  it", 

I certainly  knew  what  disease  they  meant  as  a maiden  aunt  lived  with  us 
and  although  my  mother's  movements  were  jerky  my  aunt's  movements  were 
far  worse,  3y  the  time  I was  ten  years  of  age  my  aunt  had  died  and  the 
welfare  department  placed  my  mother  in  a county  hospital  and  we  five  had 
to  live  in  with  other  families  and  work  for  our  room  and  board.  Our 
father  was  never  traced  after  he  deserted  us  when  I was  a baby. 

By  the  time  I was  eighteen  one  sister  had  married  and  had  a small 
daughter.  I lived  in  her  house  for  six  years  until  her  husband  divorced 
her.  He  knew  she  was  showing  the  signs  of  HD  and  claimed  their  daughter 
due  to  the  irritability  of  my  sister.  I didn't  see  my  niece  after  that. 

She  phoned  me  fifteen  years  later  and  asked  about  her  mother.  Her  father 
denied  that  he  knew  anything  about  her  mother  having  HD,  I told  her  the 
truth  as  she  had  already  been  diagnosed  as  an  HD  patient  and  I learned  she 
had  four  children.  By  this  time  one  brother  of  mine  and  a first  cousin 
had  Hd  to  an  advanced  degree. 

My  heart  goes  out  to  my  niece's  four  children  as  she  was  divorced 
twice  and  I doubt  if  they  know  HD  is  in  their  lineage,  I have  recently 
been  told  that  one  of  her  sons  is  definitely  au  HD  patient. Her  other  three 
children  live  some  distance  from  me.  One  of  the  three  is  married  and  has 
a year  old  child,  the  eighth  generation  of  my  line. 

I have  never  known  HD  to  skip  a generation  as  some  people  would  say 
to  give  me  encouragement  when  I was  younger.  I also  believe  many  doctors 
were  doubtful  as  to  a final  diagnosis  as  the  people  were  not  truthful  in 
giving  the  doctor  the  case  history  even  though  they  knew  it.  I am  very 
concerned  about  the  broken  homes  throughout  the  world  where  children  in 
circumstances  the  same  as  my  niece's  children  have  no  idea  that  they  could 
become  afflicted  with  K©.  Truth  and  research  will  be  the  basis  of  their 
future  is  what  I sincerely  hope  and  pray  for. 
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STELLA  MARMOLL 

CHICAGO,  ILLINOIS  JANUARY  30,  1977 


My  husband,  Joe,  has  been  on  medication  for  the  last  17 
years,  with  dosage  being  increased. 

Living  with  Huntington's  is  unbelievable — the  violent  out- 
bursts, poor  judgment  and  movements,  with  mood  changes,  had  me 
and  still  has  me  tense. 

Joe  is  at  Downey,  Illinois  VA  Hospital  with  excellent 
care — has  been  there  for  18  months. 

Now,  an  order  from  Washington  is  moving  all  the  patients 
into  nursing  homes.  The  care  and  food  are  very  poor.  Joe  spent 
21  days  in  two  of  them:  11  days  in  one  and  10  in  another.  All 

the  women  patients  there  depressed  him  more  (ages  65-90) . He 
has  suffered  so  much:  two  brothers,  a sister  and  his  dad  died 

from  the  illness. 

I would  do  anything  to  spare  him  any  more  agony. 

When  at  home,  being  outdoors  had  people  staring  and  asking 
what  was  wrong  with  him. 

Of  course,  eating  is  a problem  too.  Speech  left  him,  but 
has  returned,  for  which  I'm  grateful. 

I find  it  very  difficult  to  write  about  the  illness,  since 
I've  watched  the  other  members  of  the  family  slowly  fade  away. 

Yes,  we  did  sign  for  a donation  of  brain  tissue  two  months 
ago,  and  I'm  still  waiting  for  the  form  which  needs  to  be  signed 
and  attached  to  my  husband's  record. 

Perhaps  a letter  from  you  would  speed  things  along. 

If  there  is  anything  at  all  that  you  can  do  to  keep  my 
husband  in  a VA  hospital,  please  do  so:  Veterans  Administration 

Hospital,  Joseph  R.  Marmoll,  Social  Security  #359-03-9704, 
Downey,  Illinois,  60064  (Building  124) . 
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ROBERT  MOELLER 

INDIANAPOLIS,  INDIANA  MAY  30,  1977 


There  are  two  reasons  for  me  to  write. 

1.  I am  at  risk. 

2.  And  even  more  important,  I am  a CCHD  Chapter 
President  who  wants  to  do  everything  possible 
to  defeat  this  form  of  tyranny  over  the  human 
mind,  body,  and  spirit. 

As  to  the  at-risk  part,  my  mother  had  H.D. , starting  about 
age  35  as  we  best  can  now  estimate.  She  was  39  when  I was 
born,  so  all  I can  remember  is  her  and  the  disease.  She  died 
at  age  71  (yes,  35  years  instead  of  the  average  15)  and  was 
diagnosed  at  age  69,  only  2 years  prior  to  her  death.  So, 
you  can  see  that  I knew  nothing  about  what  was  wrong  with  Mom. 
All  I knew  was  that  she  was  a bitch  from  the  time  I was  able 
to  remember.  Very  few  strange  movements,  just  the  constant 
psychotic  personality  change  that  was  there.  She  feared  just 
about  everything;  and  she  verbally  badgered  my  father  around 
the  clock.  I can  remember,  night  after  night,  lying  in  bed 
and  listening  to  her  nag  at  him  about  something  that  happened 
that  day  (or  20  years  ago) . She'd  just  pick,  pick,  pick  at 
him  until  I wished  she'd  shut  up  so  we  could  all  get  some  sleep. 

You  can  well  understand,  then,  why  I have  ^ good  memories 
of  my  mother.  There  are  none.  This  deprived  me  of  a normal 
mother-son  relationship  as  well  as  a normal  father-son  rela- 
tionship. Dad's  mind  built  its  own  defense  system,  which 
turned  out  to  be  alcoholism.  He  died  3 years  before  Mom  did, 
either  not  knowing  what  she  had  or  afraid  to  tell  my  2 sisters 
and  me . 

After  Dad  died,  we  had  to  put  Mom  in  a nursing  home.  She 
was  diagnosed  there.  The  physical  movements  had  finally  become 
very  apparent,  and  the  GP  called  in  a neurologist  who  was  qual- 
ified. 
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I grew  up,  then,  believing  that  I couldn't  do  very  much, 
even  though  I was  the  first  in  our  family  to  attend,  and 
finish,  college.  I'm  42  years  old,  and  it  took  until  age  37 
to  start  to  believe  I was  worthwhile  through  books  like  I 'm 
OK , You ' re  OK , and  others.  Four  years  ago,  I decided  to  quit 
trying  to  figure  it  all  out  by  myself.  I went  to  church  one 
morning,  and  it's  been  a little  easier  each  day  since.  You 
have  to  have  faith,  for  fear  and  faith  cannot  exist  in  your 
mind  at  the  same  time.  This  I am  building  with  the  help  of  a 
Personal  Leadership  course  I purchased  last  year.  So,  at  age 
42,  I'm  beginning  to  open  and  be  less  and  less  afraid  of  making 
mistakes . 

My  wife  has  a great  fear  of  H.D.  I know  that  in  her  own 
mind  she  has  decided  that  I will  show  the  disease  and  she 
worries  about  how  to  take  care  of  me,  plus  the  cost  of  taking 
care  of  me.  Combine  this  with  the  fact  that  she  comes  from 
upper  middle  class  Germany  where  a woman's  great  fear  is  an 
indigent  widowhood,  and  you  can  see  how  this  affects  her  spon- 
taneity and  creativity. 

Our  children  are  well  aware  of  the  disease  and  its  conse- 
quences. We  don't  push  it  at  them,  but  they  know. 

My  one  sister,  age  49,  shows  no  sign  of  H.D. , has  no 
children.  She  is  President  of  St.  Louis  CCHD.  My  other  sister, 
age  53,  shows  every  sign  of  having  H.D.  just  like  my  mother. 

We  saw  Betty  2 weeks  ago  at  our  niece's  wedding.  I would  bet 
the  family  jewels  that  she  has  H.D.  She  has  not  been  diagnosed 
and  has  tried  to  ignore  the  disease  and  hope  it  will  go  away. 

Her  husband  is  unable  to  come  to  grips  with  it  and  has  failed 
to  get  her  in  for  diagnosis.  Betty  had  a small  stroke  10 
years  ago  and  the  neurologists  missed  an  opportunity  to  diag- 
nose her.  I assume  they  were  either  ill-qualified  or  felt  that 
the  personality  change  was  not  a valid  H.D.  symptom.  She  had 
a radical  mastectomy  in  February  of  ' 76  and  is  taking  chemo- 
therapy, which  adds  to  the  troubles  of  the  situation.  Her 
verbal  abuse  of  her  husband  and  daughters  has,  I believe,  been 
even  worse  than  that  Mom  gave  Dad  and  the  rest  of  us.  Betty's 
elder  daughter  was  told  about  H.D.  in  the  family  before  she 
married.  The  younger  daughter,  who  took  fantastic  abuse,  found 
out  about  10  days  before  her  wedding  this  month.  She  picked  up 
her  medical  records  to  take  with  her  from  Ohio  to  New  Jersey 
and  at  the  bottom  it  said,  "Mother  suspected  of  H.D.,  maternal 
grandmother  diagnosed."  What  a fine  cloud  to  hang  over  a 
wedding  I 
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To  wrap  up  my  personal  situation,  working  with  CCHD 
in  Indianapolis  has  its  advantages.  Constant  contact  with 
medical  folks  from  the  Indiana  University  Medical  Center 
helps  them  supervise  me.  To  date  I show  no  symptoms. 
However,  it  still  is  a big  burden  to  carry.  Sometimes  it 
can  overwhelm  you,  but  I work  hard  to  keep  that  from  happen- 
ing. 


As  President  of  the  Indianapolis  Chapter  of  CCHD,  I see 
H.D.  in  another  light.  What  can  we  do  to  help  the  H.D.  patients, 
families  and  "at  risks"  to  live  a better,  fuller  life?  With 
our  present  resources,  this  is  very  difficult.  However,  I 
happen  to  belong  to  a large  and  strong  church  and  we  are  gear- 
ing up  to  put  together  the  things  we  need  on  a local  level. 

It  will  take  some  time  (1-2  years) , but  we'll  get  the  job  done. 

RESOURCES 

Doctors  for  diagnosis  of  H.D. — very  few  qualified  in 
Indiana.  We  have  them  identified,  though  most  GP ' s are  far 
less  qualified  than  I am,  as  far  as  observation  goes.  Our 
need  is  to  reach  the  GP ' s and  teach  them  to  never  ignore  a 
family  history  of  H.D.  and  where  to  send  suspected  victims 
for  diagnosis. 

Doctors  for  treatment — again,  few  qualified,  but  the 
Indiana  University  Medical  Center  personnel  can  quickly  inform 
a GP  what  to  do. 

Genetic  counselors — too  little  help  here  and  this  is  an 
important  function.  This  is  where  we  need  the  money  to  fund 
and  establish  a continuing  program  with  the  personnel  to  staff 
it.  This  could  be  done  in  conjunction  with  the  other  genetic 
diseases . 

Emotional  counselors — a must  for  the  patient,  family,  at- 
risk  persons,  friends,  etc.  I believe  we  should  fund  this 
locally  and  specifically  for  H.D.  families.  Just  being  able 
to  talk  with  someone  can  often  defuse  the  time-bomb. 

General  hospitals/medical  care — are  of  little  use  to  our 
situation  as  I see  it  other  than  occasional  use  in  diagnosis. 

Emergency  hospitals/medical  care — again,  of  little  use 
other  than  being  aware  of  H.D.  for  the  unusual  situation  that 
occurs . 


3-252 


Chicaqo,  Illinois 


October  20,  1976 


Nursing  homes--can  be  very  helpful.  Several  have  had  or  now 
have  H.D.  patients.  We  can  help  them  understand  better  how  to 
help  the  patient  remain  a human  being. 

Mental  hospitals — these  may  be  the  wrong  place  for  H.D. 
patients,  but  the  personnel  in  Indiana  seem  to  understand  the 
disease  better.  Thus,  they  offer  better  patient  care. 

V.A.  Hospitals--many  H.D.  patients  in  the  V.A.  hospitals 
in  Indiana.  Again,  with  that  many  people  involved,  care  gets 
better  because  of  understanding. 

Home  care  agencies  for  domestic  help — this  is  one  we've 
not  worked  here.  This  would  normally  be  a prepaid  expense, 
because  so  many  families  with  H.D.  are  indigent. 

Day  care  centers  for  H.D.  patients — another  new  idea.  It 
should  surely  help  in  some  cases. 

Day  care  centers  for  children  of  H.D.  patients — I believe 
this  would  be  an  important  item.  The  longer  we  can  keep  the 
family  together,  the  better  off  everyone  will  be. 

Physical  and  speech  therapy — this  is  available,  but  we 
need  to  make  it  much  more  convenient. 

Job  training — the  longer  we  can  keep  the  H.D.  patient 
employed  (or  busy)  the  better  his  self  esteem  will  be. 

Legal  help — we  have  a fine  and  dedicated  young  attorney 
who  is  providing  this  service. 

Transportation  services — this  is  a place  for  volunteer 
help.  We  can  do  this  locally. 

Housing  improvement  services — ways  to  make  the  house 
more  handy  for  H.D.  patients  are  a must. 

The  plethora  of  Federal  Programs  available — -there  certainly 
are  enough  of  these  to  do  quite  a job.  Keeping  track  of  them 
all  is  the  difficult  part.  However,  I question  the  need  for 
a separate  law  for  H.D.  patients  because  each  case  is  different. 

We  are  presently  starting  to  form  a businessmen's  advisory 
council.  We  will  get  top  businessmen  in  our  community  to 
sponsor,  endorse,  help,  and  advise  us  on  how  to  set  up  our  local 
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organization  to  fund  the  patient  and  family  services  we  need 
so  desperately.  By  the  end  of  1979  we  expect  to  fully  fund 
one  qualified  genetic  and  family  counseling  person.  Certainly, 
the  sooner  we  get  non-H.D.  connected  persons  involved  in  this 
fight,  the  sooner  we'll  get  the  job  done. 
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ELLA  MORRISON 

KNAPP,  WISCONSIN  SEPTEMBER,  1976 


I've  been  giving  this  a great  deal  of  thought — I 
think  information  about  H.D.  would  have  been  the  most 
helpful  thing  we  in  our  family  could  have  had  (and  didn't 
have.  The  public  should  be  made  aware  of  it — as  we  have 
become  aware  of  diabetes,  etc.  It  is  not  a skeleton  in 
the  closet  to  hide  but  a sickness — like  every  other  sick- 
ness to  be  treated,  etc. 


Yes,  publicity  and  information  such  as  your  organiza- 
tion gives  is  most  helpful — then  as  families  with  H.D. 
feel  free  to  contact  you,  you  will  inform  them  where  to  go 
for  both  medical  and  financial  help  as  needed. 


I think  this  would  have  been  most 
3 generations  of  H.D.  in  our  family  as 
th ings-- 


helpful  during 
I can  remember 


the 
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NORMAN  D.  NELSON 

RACINE,  WISCONSIN  MARCH  9,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  1 (possibly  more). 


How  many  are  afflicted  now?  2 (possibly  more)  . 


How  many  are  "at  risk?"  3 (possibly  more)  . 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~V  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital  (University 
Hospital,  Madison,  Wisconsin) 

What  problems  had  to  be  met? 


3-256 


Chicaqo,  Illinois 


October  20,  1976 


3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Not  until  nine  years  later  (after  diagnosis) . 


Were  there  any  financial  troubles? 
Yes . 


Was  there  an  employment  problem? 

Changes  had  to  be  made  with  husband's  (of  afflicted  wife) 
place  of  employment. 


How  were  your  requests  for  assistance  received  or 
refused? 

Tried  through  Social  Security  (refused) ; through  General 
Assistance  (refused) ; finally  Social  Services  took  it 
through  Title  #19. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Yes;  insurance  would  only  cover  hospitalization,  but  not 
custodial  care  in  nursing  home. 


3-257 


Chicaqo,  Illinois 


October  20,  1976 


4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Unable  to  have  one  until  afflicted  party  was  placed 
in  nursing  home. 


Has  there  been  extra  stress  placed  on  your  children? 
Yes.  Psychologically. 


Do  your  children  know  they  are  "at  risk?" 

No. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/x/  More  and  better  research. 

Better  public  understanding  of  our  problem. 

/X/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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SANDRA  NEUSER 

MANITOWOC,  WISCONSIN  FEBRUARY  18,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  Hov/  many  have  died  with 

H.D.?  One--my  mother.  Other  distant  relatives  may 

have  it  that  we  don't  know. 

How  many  are  afflicted  now?  None  now. 


How  many  are  "at  risk?"  Three. 

This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/~7  Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Mayo  Clinic. 

What  problems  had  to  be  met? 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

She  lived  at  home  until  six  weeks  before  she  died.  Those 
six  weeks  we  spent  in  our  county  hospital. 

Were  there  any  financial  troubles? 

No.  If  she  had  been  hospitalized  more,  there  probably 
would  have  been. 


Was  there  an  employment  problem? 

No. 

Was  there  difficulty  with  an  insurance  problem  or  disability 
payments? 


No. 


How  were  your  requests  for  assistance  received  or 
refused? 

No  requests  made. 


3-260 


1. ' ’ . 1 ' I : ' > , 


I 1 1 1 n o i s 


October  20,  1976 


has  the  presence  (or  threat)  of  Huntington's  disease 
iif  i-'Cted  your  social  life? 

When  my  mother  had  Huntington's  disease,  we  didn't  do  things 
together  as  a family  outside  of  the  house.  She  never  wanted 
to  go  out,  not  even  to  her  relatives'  homes. 


Has  there  been  extra  stress  placed  on  children? 

Yes,  because  we  know  we  may  get  the  disease.  If  we  do,  we 
know  that  our  children  may. 


Do  children  know  they  are  "at  risk?" 

Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
( check : ) 

More  and  better  research. 

/l^  Better  public  understanding  of  our  problem. 

/YJ  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS : 


I have  two  sisters,  plus  myself,  who  could  get  Hunting- 
ton's disease.  We  are  all  in  our  thirties.  We  also  have  children 
who  would  be  at  risk  if  we  get  the  disease.  I hope  that  you 
are  doing  all  you  can  to  help  find  a cure.  Thank  you. 
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MR.  AND  MRS.  ARTHUR  NUETZEL 

WHITEWATER,  WISCONSIN  JUNE  13,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD^  MICHIGAN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  None. 

How  many  are  afflicted  now?  One. 

How  many  are  "at  risk?"  Six. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
Male  /~7  Female  Friend.  Son-in-law. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office  in 
Gainesville,  Florida. 


What  problems  had  to  be  met?  Not  yet.  But  he  is 
being  discharged  because  of  his  condition  at  work. 


3-262 


Chicago,  Illinois 


October  20,  1976 


■J  . After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Not  yet. 

Were  there  any  financial  troubles? 

Yes . 


Was  there  an  employment  problem? 

He  is  being  put  on  disability  next  week. 


How  were  your  requests  for  assistance  received  or 
refused? 

I contacted  Kathryn  Swingle  in  Janesville,  Wisconsin 
and  she  contacted  Carol  Amster  in  New  York. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

He  is  unable  to  have  a social  life  due  to  the  reaction 
of  the  disease. 


Has  there  been  extra  stress  placed  on  your  children? 
Yes . 


Do  your  children  know  they  are  "at  risk?" 

Yes. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check:) 

^x/  More  and  better  research. 

/x/  Better  public  understanding  of  our  problem. 

/X/  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from  financial  burdens. 


OTHER: 


Chicago,  Illinois 


October  20,  1976 


DONA  M.  OLIVER 

COLLINSVILLE,  ILLINOIS  MARCH  29,  1977 


RESPONSE  TO  REQUEST  FOR  INFORMATION 

What  are  the  special  problems  and  recommendations  asso- 
ciated with  being  "at  risk"  for  H.D.?  None  with  us  as  we  are 
retired . 


What  are  the  problems  and  needs  associated  with  the 
period  during  and  after  diagnosis?  I had  plenty  at  first. 

What  are  the  problems  and  needs  associated  with  the 
period  during  which  the  patient  can  remain  at  home  but  needs 
increasing  support?  My  husband  is  the  patient  and  I am  his 
wife.  I take  care  of  him. 

What  are  the  problems  and  needs  associated  with  the 
advanced  and  terminal  stages  of  the  disease?  This  stage  is 
just  beginning. 

Medical  Care  Problems:  I have  a medical  card  I pay 

$25.00  a month  to  get. 

Did  you  encounter  problems  in  obtaining  referral  to  a 
specialist  or  medical  center?  We  have  no  medical  center  I can 
get  to--no  transportation. 

Did  you  experience  difficulties  in  obtaining  a correct 
diagnosis  promptly?  Barnes  Hospital  gave  the  tests  and  said 
it  was  H.D. 

Did  you  receive  accurate  information  about  the  disease, 
the  prognosis,  treatment,  inheritance  pattern?  No.  They  first 
sent  me  to  a neurologist  and  then  to  a psychiatrist.  He  gave 
him  too  much  medication  and  he  went  out  of  his  mind  so  they 
advised  me  to  send  him  to  Alton  State  Hospital.  I put  him 
there  two  weeks  and  they  took  all  the  medicine  he  was  taking 
away  and  I brought  him  home  well  of  his  memory.  So  I have  took 
him  away  from  psychiatrists  and  keeping  him  with  my  family  doc- 
tor. 


Did  either  your  neurologist  or  family  physician  plan  and 
arrange  for  appropriate  care  and  services?  No. 
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Did  either  try  to  explain  the  special  problems  and  needs 
of  Huntington's  disease  patients  to  nurses  and  other  health 
professionals?  No. 

Did  any  single  agency  or  person  (e.g.,  medical  social 
worker,  nurse,  family  physician)  take  responsibility  for 
arranging  for  you  to  get  the  necessary  care  and  services?  No. 

Were  public  or  private  hospitals  able  and  willing  to 
provide  suitable  care  and  treatment?  Yes,  but  I don't  know 
if  they  knew  it  was  H.D. 

Were  there  difficulties  in  gaining  entrance  to  nursing 
homes  or  other  similar  facilities?  In  being  able  to  remain? 

Was  never  in  nursing  home. 

Financial  Services  and  Support:  My  husband  and  I are 

living  on  $342.70  a month.  That's  mine  and  his  combined. 

Have  you  been  able  to  qualify  for  disability  insurance 
under  the  Social  Security  Act?  What  about  Supplemental  Security 
Income  (S.S.I.)?  I have  never  asked  for  S.S.I.  but  could  use 
it . 


What  about  Medicare  benefits  available  to  disabled 
persons?  My  husband  is  69  and  took  his  Social  Security  on 
disability. 

What  problems  have  you  encountered  in  regard  to  eligi- 
bility under  medicaid  programs?  I have  to  pay  for  Medicaid. 

Does  your  private  or  group  health  insurance  plan  pay 
any  of  the  costs?  Have  none. 

Have  you  experienced  problems  in  regard  to  obtaining 
or  continuing  health  or  life  insurance  coverage?  No.  I am 
Mr.  Oliver's  wife  and  I am  disabled  too  but  still  keeping  us 
at  home.  I am  75  and  have  had  heart  attacks  and  eye  surgery. 
We  live  in  a housing  project  to  get  by. 

What  other  financial  problems  have  you  encountered, 
such  as  a spouse  or  unaffected  parent  having  to  support  a 
family?  None. 

What  genetic  counseling  services  have  been  available? 
How  frequently  have  they  been  utilized?  Who  provided  it? 

Was  in  hospital  as  outpatient  for  a while.  Sure  helped. 
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How  was  the  counseling  paid  for?  State  aid. 

Have  you  been  offered  vocational  rehabilitation,  physi- 
cal rehabilitation  or  occupational  therapy  services? 

We  don't  get  that. 

Have  you  received  counseling  services  to  aid  in  coping 
with  the  personal  and  family  stresses  associated  with  the  dis- 
ease? Have  you  been  referred  for  counseling?  No. 

What  has  been  the  impact  of  H.D.  on  emotional  well- 
being? For  example,  has  the  disease  resulted  in  family 
breakdown  through  separation,  divorce  or  abandonment?  Has  it 
created  problems  of  emotional  disturbance,  alcoholism,  suicide, 
crime  or  delinquency,  social  ostracism?  No. 

I am  going  to  keep  my  husband  as  long  as  I am  able  to 
care  for  him  but  prices  are  getting  hard  for  me  to  manage.  I 
could  really  use  some  help  and  may  have  to  ask  for  some  if  they 
keep  raising  rent  and  food.  I never  was  on  A.D.C.,  but  maybe 
I could  get  something  from  our  Social  Security.  If  I hadn't 
had  my  Social  Security  we  couldn't  get  by.  So  his  is  only  $250.70; 
mine  is  $114.00  so  that's  all  we  have. 

I was  asked  to  send  this  in  to  you  for  H.D.  people  here 
where  I live  don't  know  what  H.D.  is.  The  papers  sent  to  me 
from  Eastern  Missouri  Chapter  was  all  I had  to  go  by. 

We  are  both  disabled  to  attend  meetings  and  sorry  we  can't. 

I hope  this  will  help  when  you  have  your  meeting. 

My  husband's  name  is  James  V.  Oliver  and  mine,  his  wife. 

Dona  M.  Oliver.  I am  fighting  this  all  alone.  Only  my  family 
physician;  he  gives  the  medication  to  help  control  his  shaking. 

Will  be  glad  to  help  in  any  way. 
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MRS.  ELEANOR  OTIS 
EAST  LANSING,  MICHIGAN 


This  letter  is  to  tell  of  our  experience  with  a family  member  who  has 
Huntington's  Disease.  My  husband's  sister,  Lilah  Honeywell,  has  been  a 
victim  of  this  terrible  disease  for  approximately  ten  years.  At  the 
present  time,  she  is  60  years  old  and  finds  it  impossible  to  do  her  own 
cooking  or  keep  house.  She  has  been  on  Social  Security  disability  for 
a number  of  years.  She  and  her  husband,  who  is  70  years  old,  eat  their 
main  meals  at  restaurants. 

Her  mind  remains  clear  but  her  speech  is  affected  and  she  falls  many  times 
resulting  in  many  bruises.  Over  the  past  few  years  she  has  lost  a 
great  deal  of  weight,  no  doubt  because  of  the  constant  motion  of  all 
parts  of  her  body. 

She  has  accepted  the  disease  and  seems  anxious  to  discuss  it  and  its 
consequences  with  other  family  members.  Mr.  and  Mrs.  Honeywell  have  one 
son  who  is  married  and  has  an  adopted  daughter.  The  son  seems  to  be  free 
of  the  disease,  but  does  not  want  to  talk  about  it  with  his  mother. 

Mrs.  Honeywell's  wish  is  to  will  her  body  to  science  in  hopes  that  someone 
else  might  be  helped.  Most  of  the  time  she  is  in  excellent  spirits  and 
at  times  finds  humor  in  her  plight. 

We  understand  that  it  i£  thought  the  disease  is  directly  inherited  from 
a mother  or  father,  however,  Mrs.  Honeywells,  mother  died  at  78  with  no 
symptoms  of  Huntington's  Disease  and  her  father  died  at  the  age  of  56 
from  a kidney  disease  with  no  symptons.  My  husband,  his  brother  and  two 
other  sisters  exhibit  no  evidence  or  symptons  of  having  the  disease. 

We  have  three  married  daughters  and  we  wonder  what  might  be  in  their 
future.  One  daughter  and  her  husband  have  two  children,  a girl  10  and 
a boy  7.  The  other  two  daughters  seem  reluctant  to  have  children,  or 
at  least  wish  to  have  more  information  as  to  the  odds  of  their  children 
ever*  having  Huntington's  Disease. 

This  letter  is  written  in  the  hope  that  this  information  may  be  of 
some  help  in  evaluating  the  aspects  of  Huntington's  Disease  and  establish 
some  pattern  of  symptons  and  consequences  for  research.  We  understand 
that  not  too  much  is  known  about  the  disease  and  it  is  our  earnest  hope 
that  funds  might  be  allotted  by  the  government  for  a full-scale  program 
in  its  behalf.  We  would  like  to  have  some  answers  to  give  our  daughters 
and  their  cousins  as  to  what  they  may  expect. 
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MICHAEL  J.  PAVLICEK 

CHICAGO,  ILLINOIS  OCTOBER  12,  1976 


Worrying  whether  one  should  marry,  uncertain  about  ever 
having  children,  frightened  about  ending  a career  in  its  most 
rewarding  years,  and  wondering  if  such  fears  are  perhaps  ground- 
less, places  heavy  emotional  burden  on  the  young  individual  who 
is  "at  risk"  in  respect  to  developing  Huntington's  disease. 
Focusing  on  these  problems  and  their  possible  solutions  is  the 
best  way  I can  encourage  action  to  help  aid  an  unknown  number 
of  young  men  and  women  in  the  same  position  as  myself. 

Developing  drugs  and  treatments  to  control  H.D.  are  impor- 
tant, but  better  means  of  detection  are  vital.  H.D.  must  first 
be  diagnosed  before  it  can  be  treated,  and  past  experiences  with 
other  diseases  illuminate  the  urgency  for  early  detection  to  make 
control  safer  and  more  effective.  Detection  at  birth  or  child- 
hood or  even  early  adulthood  would  give  doctors  and  counselors 
time  to  prepare  for  the  medical  ana  emotional  needs  of  the  un- 
fortunate. On  the  other  hand,  those  tested  who  are  declared  free 
from  the  risk  of  developing  H.D.  would  be  relieved  of  undue  strain 
that  they  otherwise  would  have  been  forced  to  shoulder  all  the 
way  through  middle  age. 

I appeal  to  the  Commission  to  accelerate  the  promotion  of 
research  leading  to  early  detection  of  H.D.  before  the  lives  of 
an  unknown  number  of  young  people  become  weighted  with  despair. 
Your  Commission  has  the  ability  to  end  this  mental  torture  by 
giving  people  like  myself  who  are  "at  risk,"  a few  more  rays  of 
hope  by  channeling  more  money  and  professional  help  in  the  field 
of  H.D.  detection. 

My  letter  cannot  speak  for  all,  since  it  hardly  mentions 
those  people  hoping  for  prevention,  cure  or  control  of  Hunting- 
ton's disease.  I pray  that  my  personal  responses  and  ideas  can 
benefit  the  large  community  of  people  that  are  affected  either 
directly  or  indirectly  by  the  present  and  future  consequences  of 
H.D.  Finally,  I would  like  to  thank  the  Commission  for  the  time, 
effort,  and  money  already  spent  in  laying  a groundwork  to  effec- 
tively combat  Huntington's  disease.  I'll  also  continue  to  appre- 
ciate all  work  done  in  the  future. 


Chicago*  Illinois 


October  20,  1976 


VIRGIL  M.  PEEBLES 

HOLTON,  INDIANA  OCTOBER  19,  1976 


My  experience  with  H.  D.  started  when  my  wife  was  about  forty 
years  of  age.  Our  family  doctor  diagnosed  certain  strange  actions  of 
hers  as  the  symptoms  of  the  disease.  On  research  into  her  family 
background,  we  found  that  there  were  cases  in  her  mother's  family. 

She  gradually  lost  control  mentally  and  physically,  and  had  to  be 
taken  to  a mental  institution  where  she  wasted  away  and  died  after  seven 
years  at  the  institution. 

Our  only  daughter  took  the  disease  at  about  38  years  of  age.  Aban- 
doned by  her  husband  and  three  children,  she  has  about  seventy  dollars 
per  week,  total  income. 

The  cost  of  care  and  treatment  in  last  stages  of  the  disease  is 
beyond  the  income  of  the  average  family.  There  is  no  insurance  program 
that  will  help.  There  is  a need  for  some  program  on  a national  level  to 
assist  victims  of  the  disease  when  they  can  no  longer  care  for  themselves 
physically.  I feel  that  public  institutions  would  do  a better  job  than  private 
nursing  homes  for  patients  of  H.D.  and  other  similar  diseases.  They 
need  special  care  related  to  medical  facilities  such  as  given  in  a hospital. 
Private  nursing  homes  are  reluctant  to  take  such  patients.  They  don't 
have  the  necessary  facilities  to  properly  care  for  them.  Also  profit 
motive  would  not  be  conducive  to  proper  care. 
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LAURA  M.  PETERSON 

ST.  FRANCIS,  WISCONSIN  FEBRUARY  25,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 

1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  2 

How  many  are  afflicted  now?  4 
How  many  are  "at  risk?"  4 

This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor’s  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 

What  problems  had  to  be  met? 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
No. 


Were  there  any  financial  troubles? 
No. 


Was  there  an  employment  problem? 

Yes.  I was  a crossing  guard.  I was  afraid  for  the 
children  so  I quit. 


How  were  your  requests  for  assistance  received  or 
refused? 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Yes.  I tried  for  Social  Security  but  I was  refused. 


3-272 


Chicaqo,  Illinois 


October  20,  1976 


4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

It's  hard  to  speak.  Your  thoughts  are  there,  but  it's 
hard  to  make  people  understand.  So  more  of  a listener 
than  talker. 


Has  there  been  extra  stress  placed  on  your  children? 
Yes . 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check:) 

/3^  More  and  better  research. 

Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 


I'm  lucky  because  mine  isn't  too  bad.  My  husband  and  family 
do  love  and  help  me. 
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BRUCE  PIKE 

WAUKESHA,  WISCONSIN  FEBRUARY  19,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  1 - wife's  father 


How  many  are  afflicted  now?  1 - wife 


How  many  are  "at  risk?"  2 daughters,  aged  10  and  18  years 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 

in  a hospital  or  in  a nursing  home?  Obvious,  self-diagnosed 
because  of  family  history  and  patient  symptoms. 

What  problems  had  to  be  met?  Terrible  trauma  of  the  realiza- 
tion, the  reality  that  Huntington's  was  afflicting  patient. 
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5.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

No,  but  conditions  have  changed  for  worst  since  Huntington's 
has  started  to  "eat  away"  at  our  once  happy  family. 


Were  there  any  financial  troubles? 

Yes.  Loss  of  wife's  income,  cost  of  drugs  and  treatment. 
Very,  very  costly  damage  by  wife  of  such  things  as  drapes, 
furniture,  carpeting,  clothing,  food,  dishes,  appliances. 

Was  there  difficulty  with  an  insurance  problem  or  dis- 
ability payments?  Because  of  above,  no  Social  Security 
is  available.  Title  19  help  is  not  available  because 
wife  cannot  qualify. 


Was  there  an  employment  problem? 

YES  I My  wife  was  fired  from  job  after  job  specifically 
because  she  could  not  perform  well  because  of  her 
Huntington's  affliction. 


How  were  your  requests  for  assistance  received  or 
refused? 

Flatly. 
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How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Complete  collapse.  My  wife's  mother  has  abandoned  her 
almost  completely.  Wife  has  no  social  friends.  She  is 
ashamed  to  see  anyone. 


Has  there  been  extra  stress  placed  on  your  children? 

Terrible  stress.  They  bring  no  friends  home  and  live  in 
constant  uncertainty,  fear  and  heartbreak. 


Do  your  children  know  they  are  "at  risk?" 


Girl  18  years  old  - yes. 

Girl  10  years  old  - no. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

/IV  More  and  better  research. 

/l^  Better  public  understanding  of  our  problem. 

/"V  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/~^  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS : 

Mrs.  Pike  has  developed  over  the  years  with  H.D.,  she  is  now  34, 
an  inability  to  communicate.  First  with  people  in  the  day-in, 
day-out  "business  of  life,"  such  as  store  clerks,  service  people, 
etc.,  then  neighbors,  friends  and  relatives.  Finally  with  not 
only  the  other  very  close  members  of  her  family:  her  daughters, 

mother,  mother-in-law,  but  also  her  husband.  A vicious  circle 
evolves.  Her  physical  liabilities  such  as  poor  memory,  slurred 
speech,  lack  of  concentration — all  caused  by  Huntington's  afflic- 
tion coupled  with  the  self-consciousness  of  these  defects  and 
the  choreic  gestures  and  erratic  walk  are  overpowering  psychologi- 
cal forces  that  are  pushing  Judy  further  and  further  into 
withdrawal . 
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JOSEPHINE  E.  POKRASS 

CHICAGO,  ILLINOIS  FEBRUARY  2,  1977 


I am  68  years  old  and  have  a jerkiness  in  my  hands  and 
face  and  am  slowing  up.  I have  recently  been  diagnosed  as 
having  a type  of  Huntington's  chorea. 

My  brother  passed  away  ten  years  ago  at  the  age  of  65. 

He  was  a living  death  due  to  H.D.  He  left  two  children — 
possible  victims. 

As  to  my  family  background,  I do  not  remember  anyone  hav- 
ing H.D.  My  doctor  seems  to  think  that  my  brother  and  I might 
have  it  because  my  father  and  mother  were  third  cousins. 

I have  a 27-year-old  son  and  I hope  and  pray  that  this 
will  not  be  his  fate. 

The  knowledge  among  doctors  on  H.D.  is  very  limited.  So 
much  more  research  must  be  done  to  help  the  H.D.  victim. 
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JANE  PORATH 

NEENAH,  WISCONSIN  FEBRUARY  22,  1977 


ABOUT  OUR  FAMILY  AND  RELATIVES.  Father  of  children 
below  died  with  H.D.  (ten  children) . 

John  - Had  H.D.,  died,  family  of  four  children  (two  grand- 
children. 

Della  - Showed  no  symptoms  of  H.D.,  died  (had  three  chil- 
dren) . 


Mae  - Showed  no  symptoms  of  H.D.,  died  (had  one  child,  one 
grandchild) . 

Harriet  - Had  H.D.,  died,  family  of  two  children,  one 
grandchild . 

Hazel  - At  Risk,  family  of  four  children. 

Laura  - Afflicted,  has  four  children  (six  grandchildren). 
Charles  - At  Risk,  four  children. 

Bill  - At  Risk. 

Orville  - At  Risk  (Two  children,  one  grandchild) . 

Alice  - Afflicted,  has  four  children,  three  grandchildren. 

1.  The  father  of  children  above  was  misdiagnosed  as 
Parkinson's  disease. 

2.  One  of  the  afflicted  patients  was  diagnosed  in  a 
Veterans  Hospital.  Another  one  was  showing  symptoms  and  sus- 
pected this  since  her  brother  had  it,  then  went  to  doctor. 

They  had  a hard  time  in  taking  care  of  her,  so  she  was  placed  in 
a nursing  home.  The  marriage  ended  up  in  divorce.  The  other 
afflicted  members  were  recently  diagnosed  at  a doctor's  office. 
Not  too  many  problems  have  arisen  from  the  two  most  recent  cases 
of  H.D. 


3.  We  are  finding  out  that  the  tests  which  help  us  find 
more  and  important  information  is  expensive.  Also  the  price  of 
medication  adds  up. 
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The  social  life  on  the  two  previous  cases  was  definitely 
affected.  It  was  hard  for  people  to  understand  what  was  wrong, 
if  these  people  were  in  public.  Also  my  grandfather  had  a dif- 
ficult time  holding  a job,  etc.,  with  such  a large  family. 

In  the  families  of  the  two  previous  families,  there  was 
extra  stress  placed  on  the  children.  In  one  of  the  families, 
the  child  stayed  home  one  year  from  high  school  to  care  for 
her  mother.  (She  finished  high  school  later  on.) 

In  the  other  family,  there  were  teenagers  still  at  home 
and  felt  ashamed  to  bring  their  friends  home.  When  their 
parent  was  placed  in  the  hospital  about  100  miles  from  their 
home,  they  would  travel  back  and  forth  to  visit  him. 

All  of  the  children  who  are  "old  enough"  know  that  they 
are  at  risk.  The  sad  thing  is  some  found  out  after  they  got 
married  and  had  children. 

In  the  future,  we  would  certainly  appreciate  and  hope  for 

More  and  better  research; 

Better  public  understanding; 

Better  and  less  expensive  nursing  care; 

Relief  from  financial  burdens. 

Thank  you. 
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CLARE  RADCLIFF 

GODFREY,  ILLINOIS  APRIL  11,  1977 


As  a member  of  an  "H.D."  family  I want  to  help,  although 
I'm  sure  the  problems  are  the  same  for  all. 

My  father  was  a pharmacist  in  a small  town.  He  had  to 
sell  his  store  9 years  before  his  death  because  his  customers 
of  long  standing  began  to  doubt  his  ability  to  fill  their 
prescriptions.  He  moved  us  to  his  father's  farm  but  the  work 
was  too  much  for  him.  Because  his  mother,  his  older  sister 
and  many  cousins  had  all  had  H.D.  he  and  my  mother  knew  what 
was  wrong,  and  "that  there  was  nothing  to  be  done  for  him." 

At  one  time  he  became  so  upset  that  his  doctor  admitted  him 
to  a mental  hospital.  That,  of  course,  was  horrible  for  us 
all.  We  brought  him  back  home  and  cared  for  him  without  the 
care  or  advice  of  a doctor. 

He  died  at  age  62,  at  home.  My  brother  and  sisters  and 
I were  teenagers,  afraid  to  date;  then,  as  we  grew  older  we 
did  date,  and  finally  married.  Our  worry  and  guilt,  especially 
every  time  one  of  us  was  pregnant,  was  the  worst  of  it  all. 

My  brother  showed  symptoms  of  H.D.  in  his  late  thirties. 

He  committed  suicide  when  he  was  42  after  being  sent  home 
from  work  because  he  was  "drunk."  He  had  reached  the  point 
where  his  walking  was  very  bad. 

My  oldest  sister,  at  the  time  of  his  death,  had  began  to 
worry  us  all.  She  became  so  vague,  couldn't  make  the  simplest 
decision.  Of  course  she  was  worried  sick,  as  we  all  were. 

She  died  at  home,  at  age  54.  My  mother  had  done  her  house- 
work, laundry,  and  had  gone  on  trips  with  her,  taken  care  of  her 
only  child  for  10  years. 

My  younger  sister  and  I were  spared.  We  had  to  wait 
though,  until  we  had  passed  the  age,  before  we  knew  we  had 
been  spared. 

I think  the  one  thing  that  would  help  "H.D."  families 
would  be  a publication  on  H.D.  that  would  be  as  handy  as  their 
dictionary,  so  that  each  teenager  can  start  reading  it  and  be 
prepared  for  the  first  signs.  We  all  admit  we  watched  for  every 
sign  that  we  had  "it."  The  information  I have  received  from 
my  Florissant,  Missouri  Chapter  would  have  helped  so  much  40 
years  ago. 
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Because  this  is  over  for  our  family,  I've  not  been  much 
help.  We  have  a cousin  that  we  know  has  it.  We've  given  her 
the  information  that  we  had,  but  of  course  it  really  doesn't 
help  her.  So  far  she  hasn't  admitted  that  she  has  it  and  we 
aren't  near  enough  to  know  about  her  doctor. 

We  were  fortunate  that  we  had  our  mother  who  was  able  to 
care  for  all  three:  Dad,  our  brother  and  sister.  We  didn't 

need  to  consider  a nursing  home.  As  an  H.D.  patient's  mind 
changes,  the  problems  become  more  involved.  None  of  our 
patients  became  insane  or  violent.  They  overacted  more  than 
anything  else.  Their  biggest  danger  was  the  harm  to  themselves 
in  falling.  They  have  to  be  cared  for,  with  patience  and 
love,  because  they  can  be  aggravating. 

I was  always  surprised  that  the  two  oldest  in  our  family 
had  H.D.  and  my  younger  sister  and  I didn't.  I would  have 
thought  it  would  have  been  the  other  way. 

You  are  doing  a great  thing,  helping  H.D.  families  find 

hope . 
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W.  E.  REED 

THE  EXECUTIVE  COUNCIL  OF  THE  CHURCH  OF  GOD 

ANDERSON,  INDIANA  OCTOBER  6,  1976 


Your  Commission  has  a significant  and  urgent  assignment. 

I understand  that  you  are  now  doing  a major  study  of  Hunting- 
ton's disease. 

I know  little  about  Huntington's  disease  professionally, 
but  I am  acquainted  with  some  of  the  disastrous  results  of  the 
disease.  I know  something  of  the  trauma  it  brings  to  one  who 
has  the  disease,  to  a family,  and  even  to  concerned  friends. 

If  there  are  ways  in  which  I can  be  supportive  by  writing 
on  specific  bills  that  are  or  will  be  appearing  before  Congress, 
particularly  bills  that  will  aid  families  and  persons  suffer- 
ing from  the  disease,  I shall  be  glad  to  write  if  I am  properly 
informed. 
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RAYMOND  ROOS,  M.D. 

CHICAGO,  ILLINOIS  OCTOBER,  1976 


The  following  details  certain  clinical  and  research  pathways 
tl>at  1 feel  might  be  valuable  in  the  pursuit  of  better  understanding  of 
Huntington's  disease  and  better  care  of  affected  patients.  It  may 
be  valuable  for  me  to  give  my  background  regarding  Huntington's  disease. 

In  1973  I was  a fellow  of  the  California  Chapter  to  Combat  Huntington's 
Disease  Workshop.  From  1971  to  1976  I was  the  medical  advisor  for  the 
Miryland  Chapter  to  Combat  Huntington's  Disease.  From  July  1975  to 
July  1976  I was  the  neurology  consultant  to  the  Moore  Genetics  Clinic 
at  Johns  Hopkins  Hospital.  At  this  time  I had  frequent  contact  with 
Huntington's  patients,  primarily  regarding  their  neurological  care  as 
well  as  genetic  counseling.  I was  also  Involved  in  a collaborative 
genetic  linkage  study  of  HD  with  the  Indiana  University  School  of  Genet- 
ics during  this  time.  My  present  position  is  Assistant  Professor  of 
Neurology  at  the  University  of  Chicago  School  of  Medicine. 

Clinical  objectives:  One  certainly  must  never  forget  that  Hunting- 

ton's disease  in  fact  is  essentially  a preventable  disease,  that  is  to 
say,  people  who  are  at  risk  could  essentially  eliminate  the  disease,  or 
at  least  decrease  it  greatly,  by  not  bearing  children.  This  fact  raises 
several  important  questions.  First,  should  HD  organizations  or  genetic 
counseling  groups  take  stronger  stands  regarding  prevention  of  the  disease 
and  contraception?  This  question,  of  course,  has  been  raised  regarding 
genetic  counseling  in  a number  of  genetic  diseases.  I think  probably  the 
genetic  counselors  will  eventually  settle  this  by  themselves  and  probably 
it  is  difficult  persuade  them  in  one  direction  or  another.  However, 

I do  wonder  whether  the  CCHD  might  at  least  be  more  active  or  at  least 
a certain  faction  of  CCHD  that  believes  in  this  particular  aspect  might 
become  more  active  regarding  such  education  of  and  suggestions  to  "at 
risk"  individuals.  Unfortunately  it  has  been  my  experience  that  even 
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the  educated  person  seems  to  make  frequent  irrational,  immature  and 
very  emotionally  based  decisions  that  are  very  difficult  to  understand 
at  all.  I do  think  that  confronting  this  issue  in  adolescent  aged  indi- 
viduals is  a possible  way  of  educating  the  most  crucial  people  a little 
bit  better  regarding  this  aspect  of  the  disease.  In  the  CCHD  chapter  in 
Maryland  we  specifically  started  groups  sessions  with  adolescent  "at 
risk”  individuals. 

The  relationship  between  Huntington's  disease  and  psychiatric  ab- 
normalities is  an  extremely  important  one.  It  becomes  obvious  as  a 
neurologist  that  the  primary  problem  in  patients  in  fact  is  not  a move- 
ment disorder  at  all,  but  the  dementia  and  psychiatric  disease  that  we 
see.  It  also  has  become  apparent  to  me  that  in  fact  it  is  probably 
preferable  to  have  a patient  with  movements  who  is  only  slightly  depressed 
than  have  a depressed  patient  who  has  movements  well  controlled.  Certain- 
ly a lesson  for  me  was  the  knowledge  that  the  psychiatric  problems  are 
treatable  in  Huntington's  disease.  Such  knowledge  really  should  be 
disseminated  both  to  psychiatrists  and  neurologists.  Probably  the  type 
of  education  that  is  conducted  in  the  Academy  of  Neurology  meetings  by 
Marjorie  Guthrie  and  CCHD  could  be  performed  at  psychiatric  conventions 
as  well.  This  is  especially  true  when  one  realizes  that  not  infrequently 
the  neurologist  is  called  to  see  Huntington's  disease  patients  after  they 
have  already  been  admitted  on  psychiatric  floors.  Not  infrequently, 
the  diagnosis  was  not  suspected  at  the  time  of  admission.  Mistakes  in 
diagnosis  may  become  less  frequent  as  families  become  more  open  regarding 
their  family  histories  and  pedigrees,  possibly  as  a result  of  CCHD's 
effort  to  bring  the  disease  "out  of  the  closet".  Another  main  interest 
regarding  the  psychiatric  manifestations  is  whether  there  is  anything 
peculiar  or  specific  about  the  psychiatric  disease  that  one  sees  in 
Huntington's.  This  may  be  especially  important  regarding  genetic  coun- 
seling and  diagnosis.  It  is  not  infrequent  that  one  sees  "at  risk" 
patients  who  present  with  psychiatric  disease.  Counseling  becomes 
extremely  difficult  if  one  really  doesn't  know  if  this  is  psychiatric  dis- 
ease as  one  sees  in  the  general  population  or  whether  there  is  something 
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lit  -.lilt  i til  about  it.  Further  research  in  this  area  would  also  be  of 
. if.it  inti  TfSt  because  of  the  possible  relationship  of  the  psychiatric 

iii.i  1 i t ies  to  a neurotransmitter  imbalance  that  has  been  implicated 
ri/..i rd i ng  the  movement  disorder.  Since  our  knowledge  of  neurotransmitter 
1 nifi.i  1 ani  i*  and  psychiatric  disease  in  general  is  quite  incomplete,  studies 
>(  disiaaes  in  which  there  are  known  neurotransmitter  abnormalities — as 
Mil  with  GABA  abnormalities — are  especially  important. 

MD  affects  all  family  members  and  the  effect  of  HD  is  a multi- 
f.ii  i tfd  one.  Physical,  psychiatric,  financial  and  social  areas  become 
.itffcted  by  disease  in  a family  member  or  by  being  an  "at  risk"  indi- 
vidual or  by  being  a relative  of  one  of  the  former.  In  dealing  with  these 
family  members  it  has  been  my  general  experience  that  the  physical  toll 
on  an  affected  member  is  probably  not  as  deleterious  as  the  cumulative 
psychiatric,  financial  and  social  stresses  on  the  family  in  general.  It 
would  appear  that  the  best  way  to  approach  the  problem  is  by  having  a 
number  of  experts  and  individuals  dealing  with  the  family,  A primary 
physician — either  neurologist,  psychiatrist  or  geneticist — would  prob- 
ably do  best  in  coordinating  the  members  of  the  medical  and  paramedical 
group  to  deal  with  the  other  problems.  I have  certainly  found  social 
workers  of  vital  importance  in  these  dealings.  The  importance  of  groups 
such  as  CCHD  is  important  since  they  can  act  as  a forum  for  problems. 
Valuable  people  to  help  the  affected  and  answer  their  questions  are 
certainly  individuals  with  similar  problems  and  similar  situations  who 
have  lived  through  these  difficulties  and  found  some  solutions  that  work. 
There  is  great  need  for  financial  aid  among  many  families  of  HD  members. 

I have  no  specific  recommendations  as  to  where  these  resources  should 
come  from;  however,  I do  think  that  they  are  necessary.  Presumably,  the 
best  solution  would  be  some  governmental  aid  in  addition.  At  the  least, 
CCHD  should  share  some  of  the  financial  burden  of  affected  members. 

One  really  does  not  know  the  complete  spectrum  of  HD.  Is  non- 
progressive psychiatric  disease  in  an  "at  risk"  person  or  mental  re- 
tardation in  the  offspring  of  an  affected  person  HD?  The  specific 
question  would  be  best  answered  by  neuropathological  studies  on  these 
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individuals  presumably;  however,  I think  there  is  good  reason  for  con- 
ducting an  epidemiological  study  in  order  to  find  out  the  incidence  of 
mental  retardation  and  psychiatric  disease  alone  in  these  family  members. 
This  would  of  course  be  helped  by  careful  genealogies  in  family  members, 
possibly  administered  through  CCHD  chapters.  Another  facet  of  this  prob- 
lem deals  with  the  frequency  of  new  mutations.  I know  of  one  case  of 
neuropathologically  confirmed  juvenile  HD  occurring  in  apparently  normal 
parents  who  have  no  history  of  any  neuropsychiatric  disease  in  family 
members.  1 know  of  another  adult  onset  case  with  apparently  no  family 
history.  Are  these  cases  in  the  spectrum  of  HD?  Are  new  mutations  able 
to  be  documented?  I think  part  of  the  answer  to  this  problem  would  also 
be  achieved  by  means  of  an  epidemiological  survey  and  careful  genealogies. 

Research  objectives:  It  is  of  course  a bit  distressing  when  one 

realizes  that  there  are  relatively  few  clues  regarding  the  etiology  of 
autosomal  dominant  diseases  in  general.  Despite  this  fact  I think  that 
there  are  relatively  fruitful  areas  that  are  being  embarked  on  now  and 
certainly  worth  pursuing.  Linkage  studies  are  a potentially  very  valu- 
able aid  with  regard  to  genetic  counseling  and  possibly  may  furnish  a 
clue  to  the  etiology.  I think  a major  effort  to  eventually  coordinate 
these  studies  and  attempt  international  cooperation  in  them  should  be 
made  in  order  to  come  to  meaningful  conclusions  from  the  studies  on  them. 

Neurotransmitter  studies  may  be  important  from  a therapeutic  point 
of  view.  Certainly  at  the  present  time  it  would  appear  to  me  that  the 
only  new,  meaningful  research  information  that  has  been  obtained  over 
the  last  ten  years  regards  the  neurotransmitter  abnormalities.  Of 
course,  one  wonders  whether  these  results  might  be  an  eplphenomenon 
rather  than  a primary  disturbance.  Both  in  regard  to  the  neurotransmitter 
work  as  well  as  other  research  work  in  general  it  would  seem  that  a 
tissue  bank  of  serum  and  CSF  as  well  as  quick-frozen  brain  would  be  of 
vital  importance  for  researchers.  I feel  that  money  targeted  in  the 
basic  sciences  related  to  HD  will  be  definitely  fruitful  in  getting 
some  answers  to  and  possibly  some  therapy  for  this  disease. 
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I think  it  is  appropriate  for  me  to  emphasize  that  CCHD  and  Mar- 
jorie Guthrie  have  played  an  extraordinary  role  in  bringing  HD  to  the 
ions-  lousness  of  family  members,  neurologists,  the  medical  community  and 
the  government.  If  we  grow  as  much  in  the  next  ten  years  as  we  have  in 
tJie  last  ten  years,  I am  optimistic  about  our  ability  to  deal  with  this 
problem  more  effectively. 
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SHIRLEY  R.  RUNDE 


DECEMBER  1,  1976 


I am  writing  to  say  how  excited  I am  about  the  Commission 
for  the  Control  of  Huntington's  Disease.  One  of  my  sisters  is 
married  to  a man  at  risk  and  they  have  four  delightful  sons  who 
may  be  also.  Other  members  of  their  family  in  Illinois  have 
had  or  do  have  this  horrible  disease  and  I do  so  want  to  see 
research  to  cure  it.  Thank  you  very  much. 
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HAZEL  SCHMIDT 

BELLEVILLE,  ILLINOIS  APRIL  15,  1977 


Well,  my  husband  had  it  60  years  ago  but  at  that  time  no 
one  knew  what  it  was.  He  had  it  7 years;  he  died  at  the  age 
of  37.  Then  my  daughter  took  it.  I guess  she  was  about  28 
years  old;  she  died  at  36.  And  now  Louise  Stotlz  is  my  grand- 
daughter and  has  it.  Had  it  since  she  was  29  and  now  she  is 
36.  And  I think  in  the  last  year  she  is  getting  worse.  She 
is  taking  medicine  from  Dr.  Horinstein.  She  is  getting  more 
temper  tantrums  and  jerking  more.  It's  a damn  shame  to  see  one 
just  waste  away. 
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MRS.  GEORGE  SCHNEIDER 

SHAWANO,  V7ISC0NSIN  MARCH  15,  1977 


I am  the  oldest  of  five  children  born  to  Mr.  and  Mrs. 
Laehn.  My  mother,  Minnie  Laehn,  died  of  Huntington's  disease 
at  age  60.  My  mother  was  a kind  and  loving  person,  but  was 
sickly  from  about  age  40  on.  At  first  we  thought  she  was  ex- 
tremely nervous  and  high  strung  and  we  soon  found  she  became 
so  violently  angry  over  almost  anything.  I think  the  hardest 
part  of  Mom's  sickness  was  not  knowing  what  was  wrong  and  not 
being  able  to  help  her  or  give  her  any  relief.  There  were  many 
hours  of  heartache  watching  my  mother  slowly  deteriorate  without 
being  able  to  help  or  understand  why  she  acts  the  way  she  does. 

Now  we  have  found  that  Mom  had  H.D.  and  three  of  us  chil- 
dren have  families.  My  one  sister  was  stillborn  and  my  one 
brother  has  not  yet  started  a family.  However,  my  only  living 
sister  has  just  recently  been  diagnosed  as  having  H.D.  and  she 
has  six  living  children  I What  a tragedy  to  have  possibly  passed 
this  H.D.  gene  on  to  those  children.  We  were  always  told  my 
mother  had  Parkinson's  disease  and  it  wasn't  hereditary.  What 
a shock  to  now  find  out  my  sister  has  H.D. I 

I'm  sure  there  are  many,  many  families  in  the  same  situa- 
tion not  knowing  they  have  H.D.  and  passing  it  on  to  their 
children  and  their  children's  children. 

The  public  must  be  made  aware  of  H.D.,  its  symptoms, 
its  heartaches,  and  its  suffering.  Research  clinics  and  doctors 
are  needed,  and  strides  and  efforts  must  be  made  to  combat 
Huntington's  disease.  Please  help  us  I I 
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MK.  AND  MRS.  WESLEY  SCHROM 

AND1:RS0N.  INDIANA  SEPTEMBER  30,  1976 


We  are  writing  to  you  in  an  effort  to  express  our  support  of  your 
wcjrk  in  the  study  of  H.  D.  It  is  our  hope  that  expressions  of  this  kind 
will  continue  your  awareness  of  the  public  interest  in  this  project  and 
let  those  who  control  the  funds  know  of  our  concern  also.  We  have  been 
directly  touched  by  suffering  caused  by  H.  D.  as  several  members  of 
our  family  are  afflicted  by  it.  We  wonder  daily  who  will  be  next  in  the 
family  to  learn  they  have  inherited  this  disease. 

We  are  appreciative  of  your  continued  efforts  and  want  you  to  know 
of  our  desire  to  continue  ours.  If  other  letters  can  be  written  to  other 
agencies  and  commissions,  we  would  appreciate  that  information. 
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GEORGIA  SHEPHARD 
MADISON , INDIANA 


AUGUST  30,  1976 


Hello,  my  name  is  Georgia  Shephard,  I am  45  years  old  and  I 
live  at  1207  Walnut  Street,  Madison,  Indiana.  I am  very 
much  interested  in  Huntington's  Disease  as  several  members 
of  my  family  presently  have  it,  and  my  Father  and  Grandfather 
did  in  the  past  also. 

My  Father  and  my  Grandfather  were  both  patients  at  Madison 
State  Hospital  for  several  years. 

I am  married  and  have  four  children.  I came  to  Madison  State 
Hospital  to  have  diagnostic  tests  run  but  as  yet  have  not 
found  out  for  sure  if  I have  Huntington's  Disease  or  not. 

I am  presently  taking  a vitamin,  pyrodojeine,  50  mgm.  per  day 
as  prescribed  by  Dr.  McAtee  who  is  Superintendent.  We  learned 
about  the  vitamin  from  members  of  the  Committee  to  Combat 
Huntington's  Disease  who  attended  the  National  CCHD  meeting 
in  St.  Louis,  Mo.,  in  March  of  this  year.  I believe  it  has 
helped  me  a lot. 

Huntington's  Disease  is  expensive  for  family  members  and  the 
bills  for  care  are  so  high  it  takes  the  relatives  many  years 
to  pay  them.  This  is  one  area  where  I think  the  government 
could  help. 

In  regard  to  children  who  have  a parent  with  Huntington's 
Disease,  I would  like  to  refer  to  my  youngest  brother.  Since 
my  Father,  who  had  been  a school  teacher  progressed  in  stages 
of  Huntington's  Disease  and  was  no  longer  able  to  find  work, 
my  three  brothers,  my  three  sisters  and  I had  to  pitch  in  and 
help  with  work  both  at  home  and  outside  the  home.  My  family 
was  forced  to  go  on  welfare  and  my  Mother  looked  for  work  as 
far  away  as  100  miles  from  home.  My  youngest  brother  who  was 
only  8 years  old  worked  in  community  jobs  also.  He'rebelled 
against  our  parents  and  got  into  trouble  with  the  law  and  was 
sent  to  boys  school  for  approximately  one  year  as  a result. 
Following  that  he  continued  to  give  our  parents  many  difficulties. 
This  is  an  example  of  the  types  of  problems  that  children  of 
Huntington's  Disease  families  face. 

My  being  the  oldest  girl,  my  Father  told  about  Huntington's 
Disease  when  I was  18  years  old  and  planning  to  marry.  He 
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explained  that  there  was  a chance  We  children  might  get 
Huntington's  Disease.  I then  remembered  my  Grandfather 
having  it.  I didn't  worry  about  it  at  the  time  but  talked 
to  my  husband  to  be  and  his  family  and  we  decided  to  go  ahead 
and  get  married  and  live  our  lives  to  the  fullest. 

My  children  are  aware  of  Huntington's  Disease  and  have  participated 
in  genetic  linkage  research  and  have  attended  meetings  and 
activities  of  the  Madison  Chapter  Committee  to  Combat  Huntington's 
Disease. 

I feel  our  involvement  with  the  Madison  Chapter  Committee  to 
Combat  Huntington's  Disease  has  helped  in  keeping  us  informed 
of  all  aspects  of  Huntington's  Disease  and  feel  we  can  turn 
to  them  when  we  have  questions  or  need  help  and  know  that  they 
will  seek  answers  for  us.  We  find  encouragement  from  the 
monthly  meetings. 

Another  area  that  government  help  is  needed  desperately  is 
Research . It  is  only  through  the  help  of  the  government  that 
sufficient  research  can  be  conducted  to  end  or  control  this 
terrible  disease. 
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GRACE  PERNA  SIETZ 

TRENTON,  MICHIGAN  OCTOBER  12,  1976 


Please,  at  the  outset,  allow  me  to  tell  you  how  happy  I am  that 
this  Commission  was  established.  How  I hope  that  you  will  bring  some 
relief  to  the  many  suffering  from  H.D. 

My  mother  died  from  H.D.  ; my  brother  is  wasting  away  in  Pontiac 
State  Hospital  as  is  his  16  year  old  son.  My  sister,  brother  and  I live 
with  the  knowledge  that  we  are  all  in  the  peak  age  period  of  contracting 

H.  D. 

My  main  problem  with  H.D.  is  that  there  is  no  test  or  method  to 
be  able  to  detect  H.D.  early  in  life.  I have  two  children  and  I would  hope 
that  by  the  time  they  would  be  of  marrying  age  they  would  be  able  to  de- 
cide whether  or  not  to  have  children. 

The  fear  itself  of  disease  is  not  as  great  as  knowing  that  one  will 
just  "disintegrate"  over  a long  period  of  time.  The  conditions  in  both 
Pontiac  where  my  brother  is  and  Northville  State  where  my  mother  was 
are  appalling.  There  must  be  some  better  way  to  care  for  those  afflicted 
with  H.  D. 

There  also  should  be  some  kind  of  financial  relief.  It  certainly  has 
been  in  our  family  a very  draining  and  costly  thing.  My  father  was  forced 
to  take  my  mom  from  the  State  institution  and  place  her  in  a nursing  home 
which  was  even  more  costly.  My  sister-in-law  has  had  the  most  diffi- 
culties. It  seems  she  has  no  where  to  turn--and  she  hasn't.  Because  she 
insists  on  working  at  least  part  time  to  keep  her  sanity,  many  of  the 
state  or  federal  aids  are  unavailable  to  her.  What  a sad  state  of  affairsi 

Please  help  H.D.  come  "out  of  the  closet.  " The  children  of  our 
own  family  did  not  know  it  was  in  our  family  until  a few  years  ago. 

The  shame  attached  to  this  illness  must  be  eliminated. 

I hope  that  your  Commission  will  prove  fruitful  and  that  its  findings 
will  be  brought  to  the  proper  places  where  they  can  do  the  most  good. 

Our  prayers  and  support  are  with  you. 
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MARY  SOERGEL 

OCONOMOWOC,  WISCONSIN  OCTOBER  4,  1976 


Testimony  by  Mary  Soergel,  wife  of  at-risk  man,  author 
of  "Sing  a Gentle  Breeze"  dealing  with  consequences  of  Hunting- 
ton's, published  by  Tyndale  in  January  1977.  Full  name  may  be 
used.  I will  testify  orally  if  called  on. 

I married  in  1950,  knowing  nothing  about  my  husband's 
father  except  that  he  died  in  1945.  Shortly  after  we  were 
married,  I asked  my  husband's  mother  what  caused  his  father's 
death.  She  told  me  Huntington's  disease,  describing  it  "like 
Parkinson's  disease."  Whenever  I would  ask  my  husband  about 
his  father,  he  would  say,  "I  don't  know,"  or  "I  can't  remember." 
There  seemed  to  be  a conspiracy  of  secrecy  about  the  man.  His 
mother  told  me  he  had  seven  brothers,  I think;  my  husband  says 
he  can't  remember,  never  met  any  of  them.  His  mother  said  they 
died  in  hospitals,  that  they  were  alcoholics.  My  husband's 
grandmother  talked  to  me  about  his  father;  she  was  the  only  one 
who  ever  did.  This  was  his  maternal  grandmother.  She  told  me 
he  would  go  into  such  a rage  that  she  would  have  to  leave  the 
house  at  midnight,  traveling  through  Chicago  by  streetcar.  She 
said  one  time  when  he  was  building  a house,  my  husband,  who  was 
two,  got  into  his  nails  and  spilled  them.  She  said  his  father 
picked  up  the  hammer  and  was  going  to  hit  his  son  over  the  head 
with  it  when  his  mother  grabbed  his  arm  to  stop  him. 

She  told  me  he  was  extremely  jealous  of  his  wife,  slit 
all  the  pillows  on  the  couch  in  the  living  room  one  night  when 
she  went  to  a church  meeting. 

We  had  five  children  by  1965  when  our  oldest  son  became 
ill.  Up  until  this  time,  I would  have  said  our  marriage  was 
happier  than  average.  The  only  problems  we  had  were  connected 
with  my  husband's  occasional  drinking  and  staying  away  without 
my  knowing  where  he  was.  My  husband  was  a very  good  husband 
and  father;  he  did  a lot  with  his  children,  especially  the  two 
older  boys.  He  had  flunked  out  of  school  as  a sophomore.  He 
was  extremely  proud  of  our  eldest  who  was  an  honor  student. 

Eagle  Scout,  very  high  achieving  person.  When  the  doctors  diag- 
nosed Scott's  problem  as  a congenital  brain  tumor,  a cranial 
pharyngioma,  my  husband's  attitude  did  an  abrupt  about-face. 

His  immediate  response  was,  "He'll  go  crazy."  He  refused  to 
take  any  responsibility  as  to  the  medical  care  of  this  problem. 
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started  staying  away  from  home  and  drinking  more  and  more  often 
until  I finally  realized  he  was  an  alcoholic. 

Edwin  Soergel  was  eleven  years  younger  than  my  husband, 
who  was  the  oldest  of  four:  Norman,  Jane,  Shirley  and  Edwin. 

Edwin  graduated  from  Eastern  Illinois  State  College  on  a foot- 
ball scholarship.  He  was  an  outstanding  quarterback,  broke  the 
state  passing  record,  played  with  Toronto  Argonauts  on  leaving 
college,  made  All  Canada,  was  drafted  into  the  Army,  played 
football,  made  All  Army.  He  came  out,  went  to  college,  got  his 
Master's.  We  all  assumed  he  would  be  coaching  the  Green  Bay 
Packers.  He  took  a job  in  Yuma,  Arizona,  coaching  and  teaching 
history.  He  refused  all  promotions.  Shirley  went  to  visit 
them,  came  back  and  said  Ed  had  Huntington's.  His  mother  denied 
it.  His  wife  worried.  They  came  to  visit  us  about  1970.  My 
husband  talked  his  brother  into  seeing  a doctor,  who  diagnosed 
him  as  Huntington's.  The  neurologist  called  me  into  the  office, 
told  me  our  children  had  a 50%  chance  of  contracting  the  disease. 
This  was  the  first  hint  of  a possibility  of  our  own  involvement. 

I told  my  husband;  he  went  into  the  bathroom  and  vomited  and 
went  out  and  got  drunk. 

In  1973  the  Edwin  Soergels  visited  us.  We  now  live  on  a 
farm,  as  the  neurosurgeon  said  our  son  would  lose  all  emotional 
control  and  have  to  be  institutionalized.  Ed  had  to  get  off 
the  airplane  in  a wheelchair.  He  wore  protectors  on  his  elbows. 
He  could  scarcely  be  understood.  By  this  time  we  had  learned 
much  about  controlling  the  environment  to  avoid  emotional  up- 
sets, as  our  son's  hypothalmus  was  damaged.  Ed  stayed  two 
months.  He  attended  the  charismatic  prayer  meetings  at  the 
Catholic  church.  He  had  joined  the  Catholic  church  shortly 
after  marriage  because  his  wife  was  Catholic.  These  people 
prayed  for  his  healing.  During  these  meetings,  he  would  sit 
quietly,  scarcely  a tremor.  When  he  left,  Ed  was  jogging  around 
our  fields,  had  started  writing  what  he  said  was  the  only  book 
ever  written  by  a patient  of  Huntington's.  He  died  December  2, 
1975.  I don't  know  what  happened  to  the  book  he  started,  or  if 
it  could  be  deciphered. 

I went  into  Lutheran  Social  Services  in  1970  and  started 
getting  some  help  in  dealing  with  my  husband's  alcoholism.  He 
quit  drinking  six  months  later.  He  hasn't  had  a drink  since. 

It  is  my  opinion  that  the  greatest  need  we  have  felt  is 
the  need  to  face  the  feelings  associated  with  Huntington's 
disease,  actually  to  face  the  actuality  of  portending  death. 

Fear  is  the  biggest  problem,  in  my  opinion,  with  the  resultant 
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denial  which  affects  every  member  of  the  family  profoundly. 

We  are  receiving  family  counseling  at  Lutheran  Social  Services 
right  now,  dealing  with  these  feelings.  Our  son  died  December 
26,  1975. 

I think  it  would  be  very  interesting  to  find  out  how  many 
members  of  "at  risk"  families  who  do  not  have  Huntington's  have 
the  equally  devastating  disease,  alcoholism. 

Norman's  sister,  Jayne,  also  has  Huntington's.  She  has 
two  daughters  who  were  married  and  had  children  before  their 
mother  was  diagnosed.  This  is  also  a huge  need.  How  to  coun- 
sel our  children?  I have  a daughter  who  is  to  have  her  second 
baby  in  January.  My  husband  is  now  57,  which  seems  fairly  safe, 
but  there  is  still  that  lingering  doubt.  Is  this  disease  being 
passed  on? 
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MRS.  WARREN  SPENCER 

WISCONSIN  RAPIDS,  WISCONSIN  MARCH  24,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  3 known. 


How  many  are  afflicted  now?  1. 


How  many  are  "at  risk?"  5. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/ / Male  /~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Diagnosed  in  office; 
confirmed  in  hospital. 

What  problems  had  to  be  met? 

How  to  keep  him  from  being  depressed,  how  to  live  with  the 
angry  and  violent  spells,  and  how  to  live  with  the  fact  that 
your  children  may  someday  have  the  same  thing. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Not  at  first,  but  now  after  seven  years  we  had  to  sell 
our  house  and  move  to  an  apartment  because  we  could  not 
keep  it  up  physically  or  financially. 


Were  there  any  financial  troubles? 

Yes;  it  took  six  months  for  Social  Security  and  Veterans' 
pension  to  start,  and  even  then  it  was  hard  to  support  a 
family  on  just  the  pensions. 


Was  there  an  employment  problem? 

He  worked  until  he  couldn't  drive  anymore. 


How  were  your  requests  for  assistance  received  or 
refused? 

We  did  not  ask  for  any  assistance  from  anyone. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 


No. 


3-299 


Chicago,  Illinois 


October  20,  1976 


4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

We  have  very  little  social  life.  He  doesn't  like  to  be 
around  people  and  I can't  leave  him  alone. 


Has  there  been  extra  stress  placed  on  your  children? 

Yes;  living  with  the  threat  that  they  may  get  Huntington's. 


Do  your  children  know  they  are  "at  risk?" 
Yes . 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check: ) 

/'^  More  and  better  research. 

/~^  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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ED  ST.  PETER 

KENOSHA,  WISCONSIN  MARCH  24,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  4 


How  many  are  afflicted  now?  1 


How  many  are  "at  risk?"  8 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor’s  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 

What  problems  had  to  be  met? 

How  do  you  live  with  this  over  your  head — children? 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Yes;  two  weeks  in  the  hospital,  then  to  a nursing  home. 

Were  there  any  financial  troubles? 

Yes;  the  nursing  home  and  extended  hospital  bills. 


Was  there  an  enployment  problem? 
No . 


How  were  your  requests  for  assistance  received  or 
refused? 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Could  not  receive  Social  Security  disability. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

At  first  we  planned  on  adopting  children.  The  agency  refused 
to  accept  our  application  because  of  H.D. 


Has  there  been  extra  stress  placed  on  your  children? 

Not  yet.  They  are  only  one  year  and  the  other  is  two 
months . 


Do  your  children  know  they  are  "at  risk?" 

No. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check:) 

/3^  More  and  better  research. 

Better  public  understanding  of  our  problem. 

/'^  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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MRS . NORMAN  STONE 

CUDAHY,  WISCONSIN  FEBRUARY  18,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  One  (my  husband) . 

How  many  are  afflicted  now?  None. 

How  many  are  "at  risk?"  two  children,  two  grandchildren. 

This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~~7  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  in  a hospital. 


What  problems  had  to  be  met? 

Had  to  make  arrangements  for  sick  leave  (six  months) , 
Social  Security  and  VA  pension. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Yes,  because  my  husband  had  to  retire  at  age  49. 


Were  there  any  financial  troubles? 

Not  really  troubles  but  we  had  to  change  our  way  of 
living.  Just  buy  necessities. 


Was  there  difficulty  with  an  insurance  problem  or  dis- 
ability payments?  No,  because  he  could  go  to  VA  Hospital 
and  later  on  was  covered  by  Medicare.  Insurance  policies 
had  clauses  to  take  care  of  premiums.  We  were  more  fortunate 
than  others. 


Was  there  an  employment  problem? 

Yes.  My  husband  had  to  retire  immediately.  Company  was 
afraid  he  might  fall  because  of  unsteady  balance  in  his  walk- 
ing . 


How  were  your  requests  for  assistance  received  or 
refused? 


We  were  fortunate  in  some  ways  except  VA  would  not  consider 
it  for  100%  compensation  so  I'm  not  eligible  for  DIG 
payments . 


3—305 


Chicago,  Illinois 


October  20,  1976 


4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

We  were  not  active  socially.  Most  of  our  social  life 
was  with  relatives  who  are  good  to  us  and  understanding. 


Has  there  been  extra  stress  placed  on  your  children? 

Not  really.  My  son's  wife  divorced  him  and  it  might  have 
been  the  reason  because  she  wanted  children  and  he  didn't. 


Do  your  children  know  they  are  "at  risk?" 

We  don't  dwell  on  it;  they  are  30  years  and  35  years  old. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

/ yJ  More  and  better  research. 

Better  public  understanding  of  our  problem. 

/ x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/~^  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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KPITM  SVITAK 

MINNEAPOLIS,  MINNESOTA  MAY  16,  1977 


The  problem  I'm  having  is  how  to  condense  years  of 
stress,  frustration,  and  loneliness  into  a short  letter. 

T thank  God  I had  the  ability  to  work  and  earn  an  income  to 
help  support  a disabled  husband  and  three  children.  By  no 
means  was  it  sufficient  for  a woman  who  did  not  command  a 
salary  equal  to  men  20  years  ago.  Even  today  women  are  still 
not  paid  as  much  as  men  irregardless  of  E.E.O.  laws.  My 
husband  was  an  electrician  and  had  to  give  up  his  trade  at 
age  35  because  of  the  risk.  Can  you  imagine  the  heartache 
to  be  told  you  will  be  an  old  man  before  your  time?  He  tried 
to  work  part  time  for  a small  plastics  company  but  again  risk 
caused  him  to  be  let  go.  When  he  finally  accepted  the  fact 
he  could  not  work,  I tried  Sister  Kenny  Institute,  Goodwill 
Industries,  and  they  said  they  would  not  be  able  to  help. 

He  sat  at  home  for  about  8 years  and  when  he  started  to  kick 
and  abuse  his  only  son,  I was  able  to  have  him  confined  to 
Anoka  State  Hospital,  which  he  did  voluntarily.  After  1 year 
they  said  his  problem  was  not  mental  and  he  must  find  other 
arrangements.  I brought  him  home  and  he  again  sat  at  home 
and  the  neighbor  would  come  over  and  fix  lunches  for  him. 

I went  to  the  Welfare  Board  for  Hennepin  County  and  they 
were  willing  to  help  but  would  take  his  Railroad  Retirement 
pay  including  his  children's  allotments  and  even  part  of  my 
salary,  as  I was  earning  over  their  minimum.  Needless  to 
say,  I left  their  office  distraught  and  cried  much  of  the 
way  home.  My  husband  was  getting  progressively  worse  and 
it  began  wearing  on  me  at  work  as  I would  start  crying  and 
couldn't  stop.  My  sisters  could  see  I was  heading  for  a 
nervous  breakdown  and  they  convinced  me  to  think  of  placing 
my  husband  in  a nursing  home.  I was  aided  by  my  sister  in 
placing  him.  The  people  at  the  nursing  home  said  they  would 
work  with  the  social  welfare  people  for  me.  As  long  as  I 
live.  I'll  never  forget  the  morning  I told  my  husband  I was 
placing  him  in  a nursing  home.  He  was  quiet  and  accepted  my 
decision  without  a word. 

The  people  at  the  nursing  home  were  wonderful  and,  as 
they  stated,  "We  should  be  trying  to  keep  the  family  together, 
not  splitting  them  apart."  I did  go  to  see  a lawyer  and  was 
contemplating  a divorce  of  convenience.  In  the  4 years  he  was 
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confined  I don't  think  I missed  more  than  4 or  5 weekend 
visits.  I am  dedicated  to  whatever  I can  do  to  infomn  and  let 
others  know  about  this  disease.  Other  hereditary  diseases 
can  now  be  detected  early  in  the  pregnancy  or  if  a parent  is 
a carrier.  ■ So  I pray  to  God  you,  the  Commission,  will  allo- 
cate funds  so  my  children  and  grandchildren  will  not  go  through 
the  difficult  times  we  did.  Muscular  Dystrophy  is  well  known 
and  has  a champion  in  Jerry  Lewis.  We  are  not  well  known  and 
at  this  time  have  no  champion  but,  believe  me,  the  agony  and 
heartache  are  just  as  real. 

If  I had  to  do  it  over  I guess  I'd  say,  "Yes"  because 
my  husband  was  a wonderful  husband  and  father  prior  to  his 
illness.  It  is  because  we  had  a good  marriage  before  he  got 
sick  I could  not  tell  my  children  not  to  get  married  or  not 
to  have  children,  as  that  is  their  God  given  right  to  choose. 

I could  go  on  and  on  but  we  need  money  for  research,  education, 
social  services  to  help  when  they  don't  know  where  else  to 
turn.  I pray  to  God  every  night  someone  will  find  a control, 
such  as  L-dopa  for  Parkinson's  victims,  and  a means  to  deter- 
mine whether  the  at-risk  patient  can  have  children  without 
inheriting  the  disease.  Please  help. 
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MRS . DOLORES  TUTT 

MERCER,  WISCONSIN  FEBRUARY  17,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  v;ith 

H.D.?  Nine;  two  generations. 


How  many  are  afflicted  now?  Two;  my  sister  and  an  aunt. 


How  many  are  "at  risk?"  Five  in  my  generation  and  20  in 
the  next  generation. 

This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home? 

In  a clinic  in  Marshfield,  Wisconsin. 

What  problems  had  to  be  met? 

It  was  my  youngest  sister.  She  went  to  Marshfield  Clinic. 
Her  insurance  would  not  pay  all  the  expense.  She  has  four 
children  (small)  and  she  and  her  husband  had  to  pay  the 
rest . 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

Not  yet;  she  is  in  early  stage,  but  there  will  be,  we 
know,  from  taking  care  of  our  mother. 


Were  there  any  financial  troubles? 

Yes,  many.  The  doctor  in  Marshfield  wants  to  examine  me 
but  I cannot  afford  it.  He  also  wants  to  see  the  children 
but  unable  to  afford  it. 


Was  there  an  employment  problem? 

No,  she  is  a homemaker. 

Was  there  difficulty  with  an  insurance  problem  or  disability 
payments?  Yes. 


How  were  your  requests  for  assistance  received  or 
refused? 

They  were  refused. 


3-310 


Cm  1 iM'  )<  I , 


r 1 l i nois 


October  20,  1976 


4.  Mow  has  the  presence  (or  threat)  of  Huntington's  disease 
c»ffccted  your  social  life? 

Yes,  in  many  ways.  She  has  withdrawn  from  social 
activities . 


Has  there  been  extra  stress  placed  on  your  children? 
Yes.  They  are  worried  about  their  children. 


Do  your  children  know  they  are  "at  risk?" 

Yes.  All  of  them. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 

( check : ) 

/5c  / More  and  better  research. 

/5c  / Better  public  understanding  of  our  problem. 

/5c  / Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/C / RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS : 

If  it  is  determined  I have  the  disease,  I shall  certainly 
volunteer  for  the  research  program,  as  I would  do  anything  to 
help  the  future  generations. 
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ROBERT  WAN IE 

TRIPOLI,  WISCONSIN  FEBRUARY  22,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  3 immediate  (mother,  brother  and  sister)  plus 

grandfather,  aunts  and  uncles. 

How  many  are  afflicted  now?  Mvself.  Also  cousins 


How  many  are  "at  risk?"  My  three  sons  and  one  daughter. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Marshfield  Clinic, 
Marshfield,  Wisconsin  in  May  of  1968. 

What  problems  had  to  be  met? 

For  my  family,  my  personality  changes.  Before  I was  diag- 
nosed, I was  cross  and  irritable  but  didn't  realize  how 
bad  I was. 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

I had  to  quit  my  job.  The  company  I worked  for  requested 
it.  They  were  very  considerate.  I had  to  file  for 
Social  Security  Disability. 

Were  there  any  financial  troubles? 

Yes,  due  to  the  loss  of  job.  It  has  since  been  just  getting 
along.  We  still  had  to  finish  paying  for  our  home.  Also 
the  children  were  in  college. 

Was  there  difficulty  with  an  insurance  problem  or  disability 
payments?  No,  but  all  I'm  receiving  now  is  Social  Security. 
Wife  is  working.  But  not  at  too  well  paying  job.  She 
must  keep  up  the  household  on  her  own. 


Was  there  an  employment  problem? 

Yes.  There  was  always  the  danger  of  getting  hurt.  The 
company  was  making  hydraulic  equipment.  They  tried  me  on 
several  jobs.  But  the  risk  was  too  great. 


How  were  your  requests  for  assistance  received  or 
refused? 

In  September  of  1976  it  became  necessary  to  go  to  a nursing 
home.  Requests  for  medical  assistance  were  granted.  Social 
Security  goes  to  nursing  home. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments?  No,  but  all  I'm  receiving  now  is 
Social  Security.  Wife  is  working.  But  not  at  too  well 
paying  job.  She  must  keep  up  the  household  on  her  own. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Friends  at  first  sort  of  forgot  about  us.  Gradually  we 
stopped  going  anywhere  except  to  close  relatives  and 
friends . 


Has  there  been  extra  stress  placed  on  your  children? 

Yes.  Two  are  married;  one  of  them  has  two  little  ones. 

The  other  I believe  has  decided  not  to  have  any.  Two  sons 
are  unmarried  and  very  hesitant  about  getting  married. 


Do  your  children  know  they  are  "at  risk?" 

Yes.  They  are  very  understanding  of  their  father. 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check : ) 

More  and  better  research. 

/x7  Better  public  understanding  of  our  problem. 

/x/  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/ / RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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SANDRA  WESTCOTT 

HALES  CORNERS,  WISCONSIN  MARCH  18,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  2:  uncle  and  father. 

How  many  are  afflicted  now?  None. 

How  many  are  "at  risk?"  9. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~y  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital — Tomah  and 
Madison  VA  Hospital. 

What  problems  had  to  be  met?  Father  committed 
suicide--drank  lye. 
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3.  After  the  diagnosis; 

Did  different  living  arrangements  have  to  be  made? 


Were  there  any  financial  troubles? 


No. 


Was  there  an  employment  problem? 

Father  and  mother  owned  a restaurant;  mother  now 
runs  it  herself. 


How  were  your  requests  for  assistance  received  or 
refused? 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 


No. 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

It  has  not. 


Has  there  been  extra  stress  placed  on  your  children? 
Our  children  are  adopted. 


Do  your  children  know  they  are  "at  risk?" 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

More  and  better  research. 

/~7  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/x7  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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DIANNE  WESTFALL 

WAUSAU,  WISCONSIN  MARCH  14,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  3 


How  many  are  afflicted  now?  3 


How  many  are  "at  risk?"  3 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital 


What  problems  had  to  be  met? 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Still  living  by  myself. 

Were  there  any  financial  troubles? 

Naturally,  bills  from  hospitals  and  doctors  and  medi- 
cation . 


Was  there  an  employment  problem? 

Loss  of  job  at  phone  company  due  to  irritability 
and  inability  to  write. 


How  were  your  requests  for  assistance  received  or 
refused? 

No  trouble  except  for  time  delay. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 


Took  over  six  months  to  receive  Social  Security  after 
applying . 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

None,  except  I can't  bowl  any  more. 


Has  there  been  extra  stress  placed  on  your  children? 
Not  applicable  (not  married) . 


Do  your  children  know  they  are  "at  risk?" 

NA 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/x/  More  and  better  research. 

/~^  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/~^  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS : 
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LYLE  L.  WILLIAMS 

ST.  LOUIS  PARK,  MINNESOTA  SEPTEMBER  23,  1976 


I understand  that  you  will  have  a hearing  in  Chicago  in 
about  three  weeks  on  the  problems  which  surround  Huntington's 
disease.  I want  to  contribute  some  of  my  experience  to  that 
endeavor . 

I have  had  close  contact  for  a dozen  years  with  a family 
in  our  community  which  has  experienced  a three-out-of-four  toll 
from  Huntington's  disease.  I have  been  appalled  with  the  lack 
of  organized  help  and  understanding  for  this  family.  As  a school 
counselor,  I have  had  constant  contact  with  the  two  children  and 
have  tried  to  be  of  some  help  to  the  mother  whose  husband  first 
died  of  H.D.  Only  the  mother  escaped  the  disease. 

The  legal  problems  relating  to  insurance  and  benefits,  the 
diagnostic  uncertainties  in  the  early  stages  of  the  disease, 
the  economic  stress  put  on  the  family,  and  the  emotional  trauma 
resulting  from  the  total  picture  are  overwhelming.  Anything  you 
can  do  nationally  to  be  of  help  will  be  most  gratefully  received 
by  the  H.D.  families  and  by  those  of  us  in  the  helping  profes- 
sions . 
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PAT  WINSLOW 

SHOREWOOD,  WISCONSIN  MARCH  30,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  1 (known--was  adopted). 

How  many  are  afflicted  now? 


How  many  are  "at  risk?"  5 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


What  problems  had  to  be  met? 
Many . 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

She  lived  in  hospital  at  $1,200  per  month  and  finally 
had  to  be  declared  a ward  of  the  state  because  the 
expenses  were  too  great. 

Were  there  any  financial  troubles? 


Was  there  an  employment  problem? 

Mother  of  f ive--housekeeper  had  to  be  hired. 

How  were  your  requests  for  assistance  received  or 
refused? 

Considered  a pre-existing  condition. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Yes . 


3-323 


Chicago,  Illinois 


October  20,  1976 


4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Was  told  not  to  have  children.  One  brother  has  had 
vasectomy,  and  three  others  are  concerned. 


Has  there  been  extra  stress  placed  on  your  children? 
Only  child  is  five  and  unaware  that  parent  is  at-risk. 


Do  your  children  know  they  are  "at  risk?" 
All  five  know  it. 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check: ) 

More  and  better  research. 

/3^  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS : 
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RICHARD  L.  WOLF 

MADISON,  INDIANA  OCTOBER  A,  1976 


As  a friend  of  a family  having  Huntington's  disease  in 
its  midst,  it's  not  a very  pretty  picture.  This  couple  having 
two  children,  active  in  church  and  community,  are  asking, 

"Will  our  children  have  a 50-50  chance  to  make  it  in  life  or 
will  they  be  less  fortunate  and  their  lives  be  terminated  at 
an  early  age?" 

To  see  this  worried  look  on  their  faces,  and  to  hear  them 
ask,  "Is  life  really  worth  it?"  It's  not  a very  pretty  picture. 

Our  Government  can  budget  money  for  men  to  go  to  the  moon, 
it  can  put  a task  force  together  and  spend  thousands  of  dollars 
looking  into  the  problems  of  children  falling  off  bicycles,  but 
ask  the  Government  for  research  dollars  to  find  a cure  for  this 
disease  and  the  answer  you  usually  get  is,  "I  don't  know"  or 
"we  have  no  funds."  Charity  begins  at  home.  I think  this  phrase 
can  be  used  in  this  situation.  We  should  help  people  and  make 
their  life  a better  one. 

I hope  the  Commission  will  look  hard  at  the  facts  and  help 
these  families  in  need.  I hope  the  Commission  will  take  the 
worried  look  off  their  faces  and  replace  it  with  a smile. 
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MARGARET 


OCTOBER  10,  1976 


You  may  use  first  names  only  for  the  public  record. 

In  1945,  my  husband,  Wesley  and  myself  went  to  Mayo 
Brothers  in  Rochester,  Minnesota  for  a nervous  disease 
which  was  diagnosed  as  Huntington's.  He  was  then  36.  We 
had  two  girls,  6 and  3.  After  four  days  at  Mayo's  we  were 
discharged.  No  research  had  been  done  so  not  much  known  of 
the  disease  but  was  a germ  that  passed  only  from  male  to 
male.  We  were  thankful  that  our  children  were  girls  but  the 
diagnosis  for  Wesley  was  seven  more  years. 

He  was  hospitalized  in  1952,  which  was  seven  years  after 
the  diagnosis,  but  he  lived  until  1958  which  was  a total  of 
13  years.  Slow  slow  deterioration  and  he  died  at  the  same 
hospital,  pneumonia  being  what  he  could  not  combat. 

In  1969  our  youngest  daughter,  age  25,  was  hospitalized. 
Change  of  personality,  unable  to  hold  a position  of  any  type. 

No  definite  outward  signs  for  a few  years  but  because  of 
Huntington's  in  the  family,  they  felt  that  was  the  case  here. 
She  has  been  hospitalized  since  1969  and  this  past  week  was 
put  into  a wheelchair  because  of  the  severity  of  some  of  her 
falls.  Her  speech  is  slurred,  she  is  unable  to  sit  upright 
without  support,  her  walk  is  a stagger.  She  did  not  marry. 

In  1975  our  oldest  daughter  was  diagnosed  as  having 
Huntington's.  She  is  married,  two  children.  Symptoms  - 
involuntary  movements,  difficulty  in  organizing  and  co-ordi- 
nating. She  is  under  the  care  of  a neurologist. 

The  father  of  Wesley  died  in  his  sixties  and  his  father 
had  not  worked  for  many  years,  but  there  was  no  name  for  his 
incapabilities.  So  this  is  the  fourth  generation  of  Hunt- 
ington's in  this  one  family. 

I have  had  to  work  full  time  until  two  years  ago,  now 
only  part  time.  Thirteen  years  I have  spent  visiting  my 
husband  and  my  daughter  in  hospitals. 

I am  very  active  in  the  Wisconsin  Chapter  of  CCHD  and 
would  do  anything  for  the  cause.  So  much  is  needed  for  re- 
search - if  only  we  could  find  a Foundation  that  would  help  us. 

If  I can  be  of  any  further  help,  please  let  me  know. 
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ANONYMOUS 

COVINGTON,  KENTUCKY  AUGUST  18,  1976 


Yes  I would  like  to  offer  my  testimony  in  connection  with 
public  hearings  for  the  control  of  Huntington's  disease  and 
Its  consequences. 

My  name  is  . I am  seventy  years  old  and  the  mother 

of  Sharon  , age  fifty;  she  is  very  ill  with  Huntington's 

chorea . 

She  inherited  this  horrible  disease  from  her  father  Arthur 
, who  died  at  age  50.  Arthur  inherited  this  disease 
from,  his  father,  George  Morgan,  who  went  back  to  Wales  and 
died. 

Can  you  imagine  what  it's  like  to  be  the  mother  of  a beauti- 
ful little  girl  and  see  her  lose  her  personality,  her  looks, 
and  finally  her  mind. 

There  is  nothing  so  tragic  as  losing  the  mind,  so  pathetic, 
so  hopeless,  and  to  watch  this  happen  to  one  you  love.  For 
the  last  ten  years,  Sharon  has  been  real  sick,  now  she  is 
in  a mental  hospital;  when  I finally  had  to  give  her  up,  I 
could  no  longer  handle  her.  She  fell  constantly  and  got  so 
she  couldn't  walk. 

Sharon  showed  signs  of  B.D.  even  in  childhood  and  more  real 
signs  at  age  19  or  20. 

Please  can't  someone  do  something  to  find  the  right  medica- 
tion to  arrest  this  horrible  disease? 

I am  the  grandm.other  of  4 of  Sharon's  lovely  children  who 
have  a 50-50  chance  of  having  it. 

Sharon  has  had  many  different  kinds  of  medication;  she  is 
now  taking  Dilantin  0.1  and  Thorazine  IGO  m..g. 

Thank  God  for  Sharon's  Medicaid  card  and  the  P.A. 

Would  it  be  possible  to  have  a special  hospital  for  these 
poor  unfortunate  people  and  just  specialize  in  Huntington's 
disease? 
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Sharon  is  now  incoherent--the  only  word  she  is  still  able 
to  say  is  bed  pan. 

whenever  financially  able  I make  a small  donation  to  the 
Ohio  chapter  of  N.H.D.A.  They  are  doing  a great  job. 

Thank  you  for  listening. 
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My  husband  is  67  years  old.  The  onset  of  his  illness  was  mani- 
fested by  nervousness  and  occasional  explosions  of  temper  about  eight 
years  ago.  There  was  a gradual  disorientation;  however  an  absence  of 
the  flailing  motions.  He  was  subsequently  diagnosed  as  having  H.  D. 

(rigid  form). 

I took  care  of  him  for  two  years  until  he  became  incontinent;  then 
he  was  placed  in  a private  nursing  home.  Because  he  became  a bit 
unruly  it  became  necessary  for  me  to  put  him  in  another  home  (nursing). 
He  was  here  for  a year,  when  I was  called  one  day  and  told  that  it  was 
indicated  that  he  had  to  be  sent  to  the  State  Hospital--where  he  presently 
has  been  for  the  past  year.  (The  cost  is  $798.  00  a month.  ) He  does  not 
recognize  me,  is  reduced  to  a bony  skeleton  and  heart-rending  to  see  him 
when  his  sister  and  I visit  him. 

1 don't  know  if  I can  withstand  any  more  visits. 

I have  three  children  (at  risk),  ages  41,  38  and  31.  The  two  older 
ones  are  well.  One  has  three  children,  the  other  six. 

However,  the  youngest  is  not  well- -diagnosed  as  schizophrenia. 

I suspect  it  is  not  that  at  all--but  probably  H.  D.  He  is  under  psychiatric 
treatment.  He  had  a nervous  breakdown  ten  years  ago  when  he  was  in 
first  year  medical  school.  Finding  it  difficult  to  concentrate  he  reads 
not  at  all.  He  works  at  odd  jobs. 

All  of  this  can  be  graphically  depicted  as  a nightmare  to  me--as  it 
most  assuredly  was--and  is. 

My  constant  verbalizing  to  end  my  life  was  only  held  in  check  by 
the  quiet  patience,  forbearance,  compassion  and  companionship  of  my 
husband's  sister. 
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ANONYMOUS 

NORTH  SUBURBAN,  ILLINOIS  OCTOBER  15,  1976 


Huntington's  Disease,  in  my  opinion,  is  one  of  the  worse 
diseases  because  it  affects  a person  physically  and  mentally. 
This  disease  has  attacked  my  mother  and  so  far  four  of  my 
relatives.  My  two  brothers  and  myself  are  at  risk  along  with 
many  of  my  relatives. 

Not  only  is  this  disease  hard  to  live  with  when  you  have 
it,  but  it  also  is  hard  when  you  know  you  are  at  risk  and 
have  to  just  wait  and  see  what  is  going  to  happen. 

It  changed  my  whole  life  when  I found  out  I was  at  risk 
because  I had  to  make  decisions  at  an  early  age  concerning 
my  future.  Decisions  that  most  people  don't  ever  have  to 
make  such  as  should  I get  married  and  most  important  should 
I have  children. 

Trying  to  live  with  a person  with  Huntington's  Disease 
is  very  frustrating  and  difficult  to  a point  where  it  becomes 
almost  totally  impossible.  In  the  case  of  my  mother,  we 
took  care  of  her  as  long  as  was  possible  by  ourselves.  Then 
it  came  to  a point  where  she  could  never  be  left  alone  so  we 
hired  a lady  to  help  us.  This  not  only  becomes  quite  expen- 
sive, but  we  could  not  depend  on  always  having  someone  to 
help  us.  It  finally  came  time  to  deciding  to  find  a hospital 
where  my  mother  would  be  taken  care  of.  Putting  my  mother 
in  a hospital  was  a very  traumatic  time  for  my  family  and 
now  that  it  has  been  nearly  one  year,  we  still  have  trouble 
adjusting  to  it. 

Huntington's  Disease  is  becoming  very  wide  spread,  and 
help  is  definitely  needed  for  the  affected  as  well  as  the 
people  at  risk. 
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ANONYMOUS 

CUDAHY,  WISCONSIN  FEBRUARY  17,  1977 


With  the  coming  of  spring,  it  gives  one  something  to  look 
forward  to. 

Some  past,  one  could  never  forget.  Until  quite  recently 
we  never  knew  the  name  of  the  sickness.  Dad's  mother  was  severely 
afflicted.  She  could  not  hold  the  last  baby  in  her  lap,  her 
daughters  had  to  take  over,  the  most  pitiful  case.  She  had  nine 
children.  Last  baby  was  afflicted  also,  so  too,  her  daughter. 

She  died  in  1973,  September,  spent  many  years  at  Mt.  Carmel 
nursing  home.  She  had  to  be  fed  at  the  end.  I never  knew  this 
grandmother.  Grandmother's  father  took  his  own  life;  he  was 
afflicted  also.  Mother  told  us. 

One  uncle  never  married.  When  he  came  to  visit  with  us, 
the  children  in  our  neighborhood  would  say,  "The  drunken  man 
is  coming."  He  walked  in  jerks,  no  control;  kids  thought  he 
was  drunk.  He  had  a happy  personality  despite  it  all.  He  died 
at  Soldiers'  Home,  now  called  Woods  Hospital.  They  had  him 
strapped  in  his  bed.  Dad  thought  it  was  very  cruel.  Dad  never 
wanted  to  die  in  a hospital  and  he  never  did.  He  was  not  afflic- 
ted with  H.D.  The  doctor  claimed  he  had  Parkinson's  disease  for 
two  years,  although  he  never  took  care  of  him;  only  about  two 
months  before  he  died.  His  legs  absolutely  gave  out  at  times; 
he  lost  control  and  would  fall.  This  happened  just  before  death, 
he  was  87  years  then.  He  was  firstborn,  a strong  healthy  father, 
never  doctored.  In  his  lifetime,  weight  was  215  pounds. 

One  cousin  was  dreadfully  afflicted,  39  years  when  she 
died.  Had  a lovely  daughter;  husband  divorced  her. 

Could  tell  you  so  much  more.  Witnessed  this  dreadful 
disease  at  a very  young  age.  Makes  me  very  uneasy  just  to 
think  of  it. 

May  all  mankind  through  the  Power  of  the  Almighty  God 
find  Peace  within,  elimination  of  this  most  dreaded  disease. 

Thanks  for  listening. 
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ANONYMOUS 

APPLETON,  WISCONSIN  FEBRUARY  18,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Great  grandfather,  grandmother,  aunts,  uncles,  cousins. 

Nine . 

How  many  are  afflicted  now?  None,  but  high  strung  and 
depressed . 

How  many  are  "at  risk?" 

Time  only  will  tell. 

This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 

2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  .a  hospital  or  in  a nursing  home?  Nothing  was  diagnosed 

then.  Some  years  ago. 

What  problems  had  to  be  met? 
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3.  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 


Were  there  any  financial  troubles? 

Years  ago  there  were  no  grants,  welfare,  people  suffered 
and  died.  That  was  the  end. 


Was  there  an  employment  problem? 


How  were  your  requests  for  assistance  received  or 
refused? 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 


Very  much.  Had  four  nervous  breakdowns,  saw  much 
suffering  in  my  youth,  never  married. 


Has  there  been  extra  stress  placed  on  your  children? 


Do  your  children  know  they  are  "at  risk?" 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/~^  More  and  better  research. 

/£7  Better  public  understanding  of  our  problem. 

Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

/x7  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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ANONYMOUS 

CHICAGO,  ILLINOIS  FEBRUARY  25,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD,  WISCONSIN  CHAPTER 


1. 


About  my  family  and  relatives: 


H.D.? 


Two . 


How  many  have  died  with 


How  many  are  afflicted  now?  One. 


How  many  are  "at  risk?"  Ten. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/~7  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office 
and  hospital. 

What  problems  had  to  be  met?  Many  problems— he 
threatened  suicide.  Many  others. 
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3.  After  the  diagnosis; 

Did  different  living  arrangements  have  to  be  made? 
Yes;  couldn’t  keep  at  home. 

Were  there  any  financial  troubles? 

Yes,  many,  and  still  are. 


Was  there  an  employment  problem? 

Yes  . 

Was  there  difficulty  with  an  insurance  problem  or  diability 
payments?  Yes.  Hospital  never  turned  in  bills.  Have 
been  holding  me  for  them. 


How  were  your  requests  for  assistance  received  or 
refused? 

Refused . 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Very  much. 


Has  there  been  extra  stress  placed  on  your  children? 
Yes.  A lot. 


Do  your  children  know  they  are  "at  risk?" 

Yes . 

5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 
(check:) 

/y/  More  and  better  research. 

Better  public  understanding  of  our  problem. 

/~^  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/x/  RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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ANONYMOUS 

MADISON,  WISCONSIN  FEBRUARY  19,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  Father  died  November,  1976.  Four  uncles — maybe 

more . 


Hov7  many  are  afflicted  now?  One. 


How  many  are  "at  risk?"  Nine  children  and  28  grandchildren. 


This  disease  ^ not  in  my  family  but  I am  writing  for  a 
/ / Male  / / Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Hospital. 


What  problems  had  to  be  met?  My  father  had  to  be  put  in 
a nursing  home;  my  mother  wasn't  able  to  care  for  him. 

He  tried  to  kill  himself  many  times.  He  had  a hard  time 
getting  around. 
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Aftc'r  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 

My  father  was  in  a home  and  no  one  went  to  see  him,  but 
my  mother  and  myself.  They  were  all  afraid  of  seeing 
themselves  that  way. 


Wore  there  any  financial  troubles? 

Yes.  My  father  lost  his  business,  home,  and  we  had  to  go 
on  welfare.  My  mother  was  teaching,  but  had  a stroke  one 
year  after  my  father's  diagnosis. 


Was  there  an  employment  problem? 

Yes.  My  father  couldn't  support  us  anymore.  Three  in 
school  yet.  Unable  to  go  on.  Had  to  work  for  what  we 
had  after  school.  My  brothers  dropped  out. 


How  were  your  requests  for  assistance  received  or 
refused? 

My  mother,  after  having  a stroke,  and  unable  to  teach, 
got  help. 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments?  As  far  as  for  myself,  no. 
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How  has  the  presence  (or  threat)  of  Htntinqton's  disease 
affected  your  social  life? 

I refuse  to  have  children,  not  too  many  men  want  to  date 
or  mariY/  snd  I don’t  care  to  date  because  I'm  afraid  I 
could  meet  the  right  person. 


Has  there  been  extra  stress  placed  on  your  children? 
No  children. 


Do  your  children  know  they  are  "at  risk?" 

My  father's  grandchildren  don't  know  about  the  disease. 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for: 

( check : ) 

/~^  More  and  better  research. 

/YJ  Better  public  understanding  of  our  problem. 

/Yj  Better  and  less  expensive  nursing  care  for  H.D. 
patients . 

/X/  RELIEF  from,  financial  burdens. 

ADDITIONAL  COM>ENTS : 

My  father  was  diagnosed  when  I was  young.  The  doctor  told 
my  brothers  and  sister  that  they  shouldn't  have  children.  They 
all  did,  or  were  starting  a family.  That  there  would  be  a law 
someday  so  they  couldn't.  I talked  with  a doctor  who  also  told 
me  the  same  in  1974. 

My  brothers  and  sisters  refuse  to  visit  my  father.  They 
said  it  was  because  someday  they  would  look  like  that,  or  he 
really  doesn't  want  us  to  come. 
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My  father  died  in  November  1976  and  they  did  go  to  his 
funeral.  Nice,  wonderful  children. 

When  I would  try  to  talk  with  them  about  this,  or  show 
any  information,  they  would  walk  out  of  the  room  or  not  answer. 
They  also  refused  to  tell  their  children  about  this  disease.  I 
was  in  Denver  for  a week,  visiting  a friend  who  is  going  to 
school.  Her  teacher  asked  me  if  I would  get  blood  and  urine 
specimens  so  he  could  study  them.  And,  of  course,  they  wouldn't. 
I made  their  blood  pressure  go  up,  etc.  I did  tell  them  a few 
things  that  I should  have  told  them  all  a long  time  ago.  I 
refused  to  see  any  of  them. 

Sometimes  I blame  the  doctor  for  the  way  he  told  them  about 
Huntington's.  But  the  doctors  today  are  the  same  way.  If  the 
book  tells  you  not  to  have  children,  "Don't." 

My  grandfather  had  Huntington's  but  also  his  wife's  sister 
had  it,  and  a lot  of  uncles.  So  far,  none  of  my  brothers  and 
sisters  have  it  or  none  of  my  father's  brothers  or  sisters. 

As  far  as  myself,  I would  make  sure  that  I killed  myself 
right . I wouldn't  go  through  what  my  father  had  to.  He  wanted 
to  go  home  so  many  times.  He  hated  what  he  was,  and  what  people 
did  to  him,  and  never  did  understand  why  they  didn't  come. 
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ANONYMOUS 

CHICAGO,  ILLINOIS  MARCH  14,  1977 


RESPONSE  TO  QUESTIONNAIRE  DISTRIBUTED  BY  CCHD , WISCONSIN  CHAPTER 


1.  About  my  family  and  relatives:  How  many  have  died  with 

H.D.?  4. 


How  many  are  afflicted  now?  5. 


How  many  are  "at  risk?"  12. 


This  disease  is  not  in  my  family  but  I am  writing  for  a 
/X/  Male  /~7  Female  Friend. 


2.  Was  the  afflicted  patient  diagnosed  in  a doctor's  office, 
in  a hospital  or  in  a nursing  home?  Doctor's  office. 


What  problems  had  to  be  met?  Unknown. 
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3-  After  the  diagnosis: 

Did  different  living  arrangements  have  to  be  made? 
Yes.  One  aunt  lives  in  a nursing  home. 


Were  there  any  financial  troubles? 
Unknown . 


Was  there  an  employment  problem? 
Unknown . 


How  were  your  requests  for  assistance  received  or 
refused? 

Unknown . 


Was  there  difficulty  with  an  insurance  problem  or 
disability  payments? 

Unknown . 
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4.  How  has  the  presence  (or  threat)  of  Huntington's  disease 
affected  your  social  life? 

Not  at  all. 


Has  there  been  extra  stress  placed  on  your  children? 


No. 


Do  your  children  know  they  are  "at  risk?" 
They  are  not. 


5.  In  the  future,  I would  certainly  appreciate  and  HOPE  for 
(check : ) 

/~^  More  and  better  research. 

/~^  Better  public  understanding  of  our  problem. 

/~^  Better  and  less  expensive  nursing  care  for  H.D. 
patients. 

RELIEF  from  financial  burdens. 

ADDITIONAL  COMMENTS: 
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Dallas , 


PF7\TT:  ...all  of  you  know,  is  Chairman  of  the  Commission  and 

also  head  of  CCHD.  Dr.  Stanley  Stellar,  the  other  Commissioner 
who's  supposed  to  be  here  today,  is  ill,  unfortunately,  and 
couldn't  come,  so  I represent  the  two  Commissioners.  I'll  do  what 
I can.  Let's  begin  and  have  Dr.  Rosenberg. 

L’.  WEXLER:  Perhaps  I should  just  say  for  your  clarification 

that  there  are  two  mikes  (one  is  an  amplifying  mike  and  one  is  a 
taping  mike),  because  we  transcribe  all  the  comments  today,  all  of 
the  hearings.  These  transcripts  will  be  part  of  the  Commission's 
report  to  Congress  and  the  President.  You  can  have  copies  of  all 
of  the  remarks  said  here  today  and  all  of  the  other  ten  states 
that  we've  visited.  Even  though  you  may  see  four  of  us  here 
today  (Alice  being  two) , your  comments  are  really  for  all  of  the 
Commissioners  and  the  Congress  and  the  President,  to  whom  your 
recommendations  will  be  referred. 

TESTIMONY  OF 
ROGER  N.  ROSENBERG,  M.D. 

DEPARTMENT  OF  NEUROLOGY 
SOUTHWESTERN  MEDICAL  SCHOOL 
UNIVERSITY  OF  TEXAS 

ROSENBERG:  Good  morning.  On  behalf  of  the  University  of 

Texas  I'd  like  to  welcome  the  Commission.  I'd  particularly  like 
to  welcome  Marjorie  Guthrie,  who's  an  old  friend,  and  want  to 
congratulate  all  of  you  on  this  magnificent  effort  that  you've 
undertaken . 

I've  been  involved  with  genetic  neurological  diseases  for 
about  15  years  and  believe  that  we  have  made  considerable  progress 
in  the  past  5 years  in  particular.  If  one  looks  at  McKusick's 
Catalogue  of  Genetic  Diseases,  he  lists  2,336  genetic  diseases 
that  are  inherited  either  as  an  autosomal  dominant,  autosomal 
recessive,  or  sex-linked  recessive.  Of  these  2,336  entities, 

1,200  are  autosomal  dominant,  900  are  autosomal  recessive,  and  171 
are  sex-linked  (most  of  those  are  sex-linked  recessive).  It's 
clear,  in  looking  at  the  molecular  biology  of  genetic  diseases, 
that  the  greatest  progress  has  been  made  in  the  autosomal  recessive 
and  in  the  sex-linked  recessive  disorders.  Approximately  20  percent 
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of  the  recessive  and  the  sex-linked  disorders  are  associated  with 
a metabolic  defect  (that  is,  a metabolic  product  which  is  abnormal 
in  serum  or  in  urine) . Approximately  10  percent  of  the  recessives 
and  the  sex-linked  are  clearly  associated  with  a protein  which  is 
either  qualitatively  altered  or  quantitatively  altered.  More 
particularly,  10  percent  of  the  recessives  and  the  sex-linked  are 
associated  with  an  enzyme  defect;  and  presumably,  then,  one  is 
dealing  with  a single  enzyme  defect  resulting  in  an  altered  gene 
product  which  is  responsible  for  the  clinical  manifestations  that 
one  sees . 

However,  the  progress  that  we've  made  in  the  autosomal 
dominant  disorders,  which,  as  I've  mentioned,  are  the  most  common, 
falls  far  behind  our  understanding  in  terms  of  the  biochemistry  and 
the  molecular  biology  of  the  recessives  and  the  sex-linked.  There 
are  major  autosomal  dominant  neurological  diseases  in  addition  to 
Huntington's  disease,  such  as  neurofibromatosis,  tuberosclerosis , 
porphyria  and  a disorder  which  is  autosomal  dominant  that 
Dr.  [Niehan]  (of  the  University  of  California)  and  I have  been  in- 
volved with,  which  we've  called  Joseph's  disease,  which  is  a 
striatal  nigral  degeneration. 

In  terms  of  being  able  to  approach  the  dominantly  inherited 
disorders,  we've  got  to  begin  to  understand  what  the  mechanisms 
of  the  diseases  are.  As  one  looks  at  the  nosology  of  the  autosomal 
dominant  genetic  neurological  diseases,  we  have  completed  the  first 
phase  and  have  entered  the  second  phase  of  development,  the  first 
phase  being  the  description  of  the  disorder  (the  epidemiology,  the 
age  of  onset,  the  clinical  manifestations,  the  natural  history  of 
the  disease).  That's  been  well  achieved  now  in  Huntington's 
disease.  We've  begun  to  enter  the  analytical  phase,  or  the  second 
phase,  of  the  description  of  this  autosomal  dominant  disorder 
(that  is,  we  know  something  about  the  cellular  changes  that  occur 
in  the  brain.  We've  begun  to  look  at  biochemical  derangements 
that  occur.  It's  been  extremely  important  to  note,  in  terms  of 
the  research  of  Tom  Perry  (from  the  University  of  British  Columbia) 
that  there  are  alterations  in  GABA  (aminobutyric  acid) , glutamic 
acid  decarboxylase,  choline  acetylase  and  acetylcholine  in  the 
basal  ganglia  and  in  the  frontal  cortex.  Most  recently,  Enna, 

Bird,  Snyder,  et  al  have  pointed  out  that  there  is  an  impairment 
in  the  receptor  characteristics  (binding  of  serotonin,  binding  of 
muscarinic  cholinergic  agents  to  receptors  within  the  central 
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nervous  system) . In  my  view,  these  biochemical  alterations  are  a 
reflection  of  the  morphologic  change  that  occurs  in  brain.  We  are 
not  dealing  here  with  the  primary  defect  in  Huntington's  disease. 

With  the  exception  of  porphyria,  where  an  enzyme  defect  has 
been  ascribed  in  an  autosomal  dominant  disease  (namely,  uropor- 
phyrinogen synthetase),  we  don't  have  an  enzyme  marker,  an  enzyme 
defect  in  a clear  gene  product,  which  has  been  found  in  any  of 
the  autosomal  dominant  genetic  disorders.  It  could  be  that  the 
dominants  are  molecularly  different  than  the  recessives  in  the 
sex-linked  disorders  where,  as  I've  pointed  out,  there  has  been 
tremendous  progress  in  terms  of  enzyme  defect  described. 

I guess  the  overall  point  I'm  trying  to  make  is  that  we  have 
come  a long  way  in  the  past  10  years  in  describing  the  first  phases 
of  Huntington's  disease  and  other  dominantly  inherited  genetic 
neurologic  disorders,  but  we've  got  to  make  equivalent  progress  in 
terms  of  the  molecular  biology  and  the  biochemistry  of  Huntington's 
as  we  have  in  the  recessives  and  the  sex-linked;  and  that  applying 
current  technology,  enzymology,  may  not  be  sufficient.  It  may  be 
that  we're  dealing  with  a species  of  diseases  caused  by  a different 
basic  molecular  problem.  The  technology  in  terms  of  approaching  it 
is  there.  If  one  looks  at  the  molecular  biology  of  neurologic 
tissue  (and  perhaps  I could  cite  the  work  of  Marshall  Nirenberg 
at  the  National  Institutes  of  Health  as  an  example) , there  has 
been  tremendous  progress  made  in  the  last  5 years  in  terms  of 
understanding  the  genetic  program  of  differentiation  of  neural 
tissue  in  culture.  He  has  used  the  neuroblastoma,  the  glioma,  in 
the  hybrid  cell  line  (hybrid  being  a cell  which  is  a fused  product 
of  the  parental  neuroblastoma  and  glioma) , and  he  has  begun  to  look 
at  gene  products  (namely,  the  opiate  receptor) . 

I think  this  is  extremely  important,  because  it  could  be  that 
the  autosomal  dominant  genetic  diseases  are  receptor  diseases. 

I've  already  referred  to  the  receptor  alterations  that  have  been 
described  in  Huntington's  disease.  This  is  just  the  beginning. 

What  Nirenberg  has  done  is  to  show  that  the  opiate  receptor  appears 
on  the  surface  of  the  hybrid  cell  presumably  because  of  the  inter- 
action of  the  genome  of  the  neuron  and  the  glia  in  the  hybrid  cell, 
and  has  characterized  the  activity  of  this  receptor  in  terms  of 
adenylcyclase  and  cyclic  AMP  levels  within  the  hybrid  cell  as  a 
molecular  mechanism  for  tolerance,  dependence  and  withdrawal. 
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There  is  a considerable  body  of  information  that  he  has  generated 
in  terms  of  a molecular  model  of  differentiated  neuronal  function. 

I think  that  it  should  be  pointed  out  to  the  Congress  that 
we  need  to  apply  this  kind  of  biochemistry,  this  kind  of  molecular 
biology  that  has  been  initiated  by  the  molecular  biologists  to 
genetic  neurologic  disease  and  Huntington's  in  particular.  The 
technology  is  there.  The  neurologists  trained  in  biochemistry 
and  in  molecular  pharmacology  are  waiting  for  adequate  funding  in 
order  to  initiate  correlative  studies  of  the  kind  I've  referred 
to  in  terms  of  obtaining  tissue  from  patients  with  Huntington's 
disease  and  beginning  to  look  at  receptor-binding  studies  and 
turnover  studies  analogous  to  what  Nirenberg  has  done  with  neuro- 
blastoma and  hybrid  cells. 

It's  not  just  that  the  Congress  should  be  aware  of  the  fact 
that  they  should  be  funding  research  on  neurological  diseases, 
but  they  should  also  be  funding  basic  research  in  neurobiology. 

You  never  know  where  an  idea  will  come  from  in  terms  of  deciphering 
a genetic  disease.  Let  me  cite  the  example  of  John  Lindstrom  and 
Jim  Patrick  (at  the  Salk  Institute)  in  terms  of  their  trying  to 
raise  an  antibody  against  the  cholinergic  receptor  protein  from 
electroplax  of  the  electric  fish.  They  never  heard  of  a disease 
known  as  myasthenia  gravis  which  clearly,  I should  point  out,  has 
genetic  factors  involved  in  its  expression.  They  raised  the 
antibody  to  the  cholinergic  receptor  protein  in  rabbits  and  pro- 
duced experimental  autoimmune  myasthenia  gravis,  which  has  now  led 
to  the  understanding  of  the  molecular  biology  of  this  disease 
(namely,  antibodies  against  the  acetylcholine  receptor) . My  point 
here  is  that  if  we  can  urge  the  Congress  to  drastically  increase 
the  budget  of  NINCDS  not  only  to  fund  research  directly  in  genetic 
neurologic  diseases  but  in  basic  neurobiology,  I think  we're 
going  to  see  parallel  examples  of  translation  of  basic  science  to 
genetic  disease  analogous  to  the  myasthenia  gravis  story. 

Finally,  the  point  I'd  like  to  make  is  that  if  we  begin  to 
fund  [research  on]  genetic  diseases  and  understand  them  from  a 
clinical  and  basic  point  of  view,  and  if  we  begin  with  the  genetic 
neurological  diseases,  I think  we're  going  to  see  a translation  of 
this  body  of  information  to  genetic  diseases  in  genera^.  If  one 
extrapolates  in  the  widest  manner  possible,  one  should  look  at 
diabetes,  cancer,  stroke,  and  other  neurological  diseases  like 
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nyasthenia  gravis,  multiple  sclerosis.  All  of  these  major  dis- 
orders have  genetic  mechanisms  underlying  them.  Cancer  occurs  in 
families.  Stroke,  hypertension,  heart  disease  occur  in  families. 
Histocompatibility  markers  have  been  carried  out  in  a number  of 
diseases  where  it's  clearly  pointed  out  that  there  is  a genetic 
factor  involved.  I urge  the  Congress  to  fund  [research  on]  genetic 
diseases.  I urge  the  Congress  to  fund  [research  on]  neurological 
diseases  because  it  has  enormous  impact  in  terms  of  tens  of 
thousands  of  Americans;  and  that  if  we  can  learn  something  about 
the  molecular  biology  of  Huntington's  disease,  I think  we  will 
learn  a great  deal  about  the  molecular  biology  of  genetic  diseases 
in  general . 

Again,  I congratulate  the  Commission  on  its  work.  Thank  you 
for  being  here. 

PRATT:  Thank  you.  Dr.  Rosenberg.  Questions? 

GUTHRIE:  I just  want  to  ask,  in  terms  of  your  medical  school 

here,  are  there  people  here  who  are  studying,  who  understand,  or 
who  have  an  opportunity  to  learn  about  Huntington's  disease? 

ROSENBERG:  Yes,  indeed.  Our  Department  of  Neurology  has  a 

large  and  active  group.  Huntington's  disease  research  is  being 
undertaken  in  our  department,  and  we  will  continue  to  do  so,  both 
in  terms  of  direct  applied  research  as  it  pertains  to  Huntington's 
disease  and  also  as  it  pertains  to  genetic  diseases  and  molecular 
differentiation  of  neural  tissue  in  culture,  as  we  are  carrying  out 
these  studies  with  neuroblastoma,  hybrid  and  glioma,  as  I mentioned. 

GUTHRIE:  Do  you  think.  Dr.  Rosenberg,  that  the  family 

physician  (in  this  area  of  the  country)  who  sees  the  patient  first 
knows  enough  about  Huntington's  disease  to  be  helpful? 

ROSENBERG:  No,  Mrs.  Guthrie,  I do  not.  I think  the  family 

physician  needs  a tremendous  amount  of  education  in  this  regard. 

An  enormous  educational  effort  is  indicated.  They  don't  understand 
the  natural  history;  they  don't  understand  the  genetics  of  the 
disease;  they  don't  understand  the  sociological  and  psychological 
aspects,  all  of  which  are  crucial. 
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GUTHRIE:  Do  you  have  any  suggestions  as  to  how  we  might 

reach  these  family  physicians? 

ROSENBERG:  I think  one  mechanism  is  for  medical  schools  to 

undertake  vigorous  programs  of  continuing  education.  Our  department 
had  a continuing  education  course  this  year  pertaining  to  the 
treatment  of  neurologic  disease.  I think  [there  should  be]  more 
efforts  along  these  lines  by  medical  schools  and  by  county  medical 
societies.  Also,  I think  it's  important  for  the  Department  of  HEW 
to  undertake  a program  of  educating  the  public  as  to  genetic 
diseases  in  general.  I think  all  of  these  mechanisms  will  trans- 
late themselves  to  the  physician  in  the  field. 

PRATT:  Dr.  Rosenberg,  do  you  feel  that  the  students  today 

are  receiving  more  information  about  Huntington's  than  they  did, 
say,  10  years  ago? 

ROSENBERG:  Yes,  there's  no  question.  I think  because  of  the 

fact  there's  more  research  going  on  and  because  of  the  fact  that 
there's  been  an  increased  emphasis  on  genetic  diseases  in  the 
medical  school  curriculum  (at  least  there  has  been  in  this 
institution  in  the  last  5 years).  Yes,  I think  that's  true. 

PRATT:  I think  that's  one  way  we  can  spread  the  word.  Any 

questions? 

N.  WEXLER:  You  Stated  that  one  way  Congress  can  encourage 

this  proliferation  and  cross-mixture  of  research  is  through 
funding.  Do  you  think  lack  of  funding  is  the  rate-limiting  step, 
or  might  there  be  other  ways  to  encourage  this  kind  of  inter- 
disciplinary mix  of  personnel  and  techniques  that  you  described? 

ROSENBERG:  I think  funding  is  the  major  problem.  According 

to  Dr.  Donald  Tower,  Director  of  the  NINCDS,  on  the  order  of  4 
percent  of  the  grants  sent  to  the  NINCDS  and  approved  by  study 
sections  will  be  funded  this  year:  4 cents  out  of  a dollar. 

That's  grossly  inadequate.  We're  not  even  keeping  up  with 
inflation.  Grants  are  being  submitted.  People  are  not  getting 
approved;  they're  not  getting  funded.  How  are  we  going  to  get 
the  best  minds  in  the  United  States  into  neurological  research, 
into  genetic  research,  if  they  are  told  when  they  finish  medical 
school  or  residency  or  graduate  school  that  there's  no  money  to 
do  so?  They're  going  to  seek  alternate  pathways. 
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:j.  WEXLER:  I don't  mean  to  underplay  the  importance  of 

money,  but  if  there  were  money  there,  might  there  also  be  other 
mechanisms  to  encourage  people  who  might  not  be  considering  a 
particular  clinical  disease  entity  to  do  research  in  this  area; 
for  example,  some  kind  of  workshop  program  or  a house  organ  that 
would  quickly  inform  people  of  the  latest  findings  in  particular 
areas? 

ROSENBERG:  I think  one  mechanism  is  what  CCHD  has  done  with 

its  workshops.  I think  that's  been  very  effective.  I think  a 
number  of  people 

N.  WEXLER:  It's  the  Hereditary  Disease  Foundation. 

ROSENBERG:  The  Hereditary  Disease  Foundation.  I think  these 

kinds  of  mechanisms  alert  the  basic  scientist  to  the  potential  of 
the  application  of  their  basic  research  to  diseases.  The  one  that 
we  participated  in  as  far  back  as  7 or  8 years  ago  was  effective 
in  bringing  at  least  two  or  three  people  into  genetic  research. 

I think,  yes,  these  kinds  of  workshops  are  very  effective.  Again, 
after  you've  interested  someone  in  genetic  diseases  and  in 
Huntington's  disease,  then  you've  got  to  say,  "All  right.  Now  it 
becomes  feasible  and  possible  for  you  to  enact  your  research 
thoughts  by  virtue  of  funding." 

N.  WEXLER:  Could  these  investigators  carry  out  their  work 

without  access  to  tissue? 

ROSENBERG:  No.  I think  one  has  to  have  patient  tissue  in 

order  to  do  research.  I think  you  can  carry  the  molecular  biology 
with  neural  systems  just  so  far.  When  you're  dealing  with  human 
diseases  you  must  have  human  tissue,  because  the  genetic  program 
may  be  slightly  different  as  it  pertains  to  the  human  situation 
compared  to  a mouse  or  a rat  model. 

N.  WEXLER:  Would  you  support  a Commission  recommendation  for 

a tissue  bank  for  neurological  and  genetic  diseases? 

ROSENBERG:  Yes.  I think  that  would  be  extremely  valuable. 

It's  important,  however,  to  determine  how  that  tissue  has  been 
obtained,  under  what  conditions  and  how  it's  preserved,  because 
there  can  be  artifactual  change.  I've  seen  that  in  terms  of  other 
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research  in  the  field  of  multiple  sclerosis  or  muscular  dystrophy, 
where  one  is  describing  artifactual  changes  sometimes.  In  general, 
yes,  but  I think  that  one  has  to  define  very  clearly  how  the 
tissue  had  been  obtained  and  stored. 

N.  WEXLER:  I just  want  to  say  that  I think  your  testimony 

was  superb  and  very  complete . 

ROSENBERG:  Thank  you.  It's  nice  to  be  here;  nice  to  see  you. 

PRATT:  Thank  you  so  much.  Reverend  Collin  Furr,  Dr.  Lewis 

Mokrasch  and  Rhonda  Green.  We'll  have  three  of  you  come  up  at 
once,  and  then  you  can  testify  one  after  the  other. 

GUTHRIE:  Is  Dr.  Mokrasch  not  here  yet? 

PRATT:  We'll  go  ahead,  then,  and  take  Dr.  Dill.  Reverend 

Furr,  will  you  begin? 

TESTIMONY  OF 

THE  REVEREND  COLLIN  T.  FURR 
HELOTES,  TEXAS 

FURR:  I'm  Collin  Furr,  from  San  Antonio.  It's  a privilege 

to  be  here.  I'm  not  going  to  give  you  a scientific  background, 
but  look  at  where  I have  lived  for  several  years  in  society,  at 
the  family  relationship  with  Huntington's.  Thirty  years  ago  I 
met  a beautiful  young  girl  and  married  her.  We  have  six  children 
and  five  grandchildren.  Her  father,  almost  immediately  at  the 
age  of  about  50,  took  a disease  that  gradually  took  him  out  of 
society,  making  him  unable  to  function  as  an  individual.  With 
the  doctors  available  not  knowing  what  he  had  and  being  treated 
for  12  years  for  the  wrong  disease,  he  lost  all  that  he  had  (his 
home  and  business)  and  becam.e  gradually  an  invalid. 

We  watched  this  deterioration,  but  no  one  suggested  to  us 
that  this  may  be  a disease  that  would  be  passed  on  to  children. 

This  family  had  seven  children,  four  boys  and  three  girls. 
Eventually,  two  girls  and  one  boy  started  the  same  symptoms  that 
he  had  started  and  went  the  same  route,  becoming  disoriented 
intellectually,  physically,  socially  and,  of  course,  economically. 
The  one  young  man  died  after  being  8 years  in  a Veterans'  hospital. 
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The  oldest  girl  has  had  Huntington's  now  for  20  years  and  has  been 
an  invalid  for  about  6 years.  My  wife  started  10  years  ago 
showing  the  effects.  This  was  after  20  years  of  a very  happy 
marriage,  living  in  the  parsonage.  If  you've  ever  been  there, 
you  know  this  is  socially  open.  Here  was  a young  woman  that  grew 
into  womanhood  with  a wonderful  mind,  a beautiful  countenance 
and  the  ability  to  do  what  she  wanted  to  do.  She  loved  to  serve 
in  the  community,  to  be  in  PTA  and  all  of  these  things,  but 
(jradually,  over  a period  of  several  years,  became  unable  to  do 
any  of  these  things.  She  is  now  unable  to  cook;  she  cannot  sew; 
and  she  will  not  do  housework.  She  has  gone  from  a happy  individ- 
ual to  a moody  individual,  from  an  unselfish  person  to  a very  sel- 
fish person,  from  one  who  did  not  know  the  meaning  of  hostility 
to  a person  that  is  openly  hostile. 

If  I could  say  anything  that  would  benefit  the  study,  I would 
want  to  point  out  the  deterioration  not  only  of  an  individual,  but 
of  a family  and  a community.  My  community  has  tried  very  much  to 
take  up  the  slack  in  this  and  understand.  They  have  written  their 
Congressmen;  they  have  tried  to  help  people  see  the  need  for  contri- 
butions to  this  society  (one  that  Mrs.  Guthrie  has  worked  so  hard 
on) ; and  they  talk  to  people  about  it.  Ten  years  ago  we  could  not 
get  anyone  to  even  say  they  had  heard  of  Huntington's.  But  why 
were  we  surprised  when  my  father-in-law  was  treated  12  years  for 
Parkinson's,  ending  in  the  State  Hospital  and  then  finding  that  he 
was  there  for  the  wrong  disease? 

In  researching  this  I found  that  his  father  ended  his  life  in 
a mental  institution  because  of  erratic  behavior,  and  people 
thought  he  just  went  insane.  His  mother — and  these  were  in  early 
years  of  America--they  had  come  to  Ohio  and  had  transmitted  this 
to  her  one  son.  (She  only  had  one  son.)  This  son  had  two  children, 
from  which  my  father-in-law  contacted  [sic]  the  disease.  He  had 
seven  children;  three  of  them  contacted  [sic]  the  disease.  I am -the 
father  of  six  children,  potential  bearers  of  Huntington's.  The 
oldest  one  is  now  30;  the  next  one,  29;  28;  24;  20;  and  12. 

My  father-in-law  did  not  show  symptoms  until  he  was  about 
50.  My  wife,  her  brother  and  sister  showed  this  at  about  35.  My 
wife  has  been  under  the  care  of  Dr.  Dale  Ericsson  (with  the  Baylor 
School  of  Medicine  in  Houston)  for  7 years.  We  go  from  San 
Antonio  once  a month.  He  has  tried  every  medicine  known  to 
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medical  science,  nothing  working.  He  has  given  her  boosts  at 
times,  of  a feeling  that  something's  going  to  happen.  But  after 
2 or  3 months  you  learn  nothing's  going  to  happen,  and  so  there  is 
a day-by-day  degeneration,  until  she  is  now — I hate  to  say  "worth- 
less individual" — very  unfitted  for  human  society. 

We  have  looked  at  the  State  home  in  Kerrville — this  is  my 
home--and  there's  a beautiful  little  institution  there.  It  used 
to  be  the  Thompson  Clinic  for  TB.  People  went  to  Kerrville  to 
die,  and  they  found  that  they  lived  and  outgrew  the  need  for  a 
TB  hospital,  and  they  made  it  a State  institution.  It  is  time 
for  my  wife  to  go,  and  she  won't  go.  I doubt  that  I would  either, 
because  you  don't  reason  with  Huntington's  people  in  this  advanced 
stage.  We  hope,  but  it  is  not  for  my  wife,  but  for  my  children. 
Something  must  be  done.  Thank  you  very  much. 

PRATT:  Thank  you  so  much.  Indeed,  something  must  be  done 

for  all  of  the  victims  and  those  at  risk.  Questions? 

GUTHRIE:  Just  for  the  record,  because  I think  it  is 

important,  can  you  tell  us  anything  you  know  about  the  attitude 
of  your  children,  living  in  the  home  with  a mother  who  has  this 
problem? 

FURR:  Two  of  my  children  had  the  test.  Dr.  Ericsson  gave  it 

to  them.  He  said,  "It  isn't  100  percent,"  but  they  can  take  medi- 
cine that  will  indicate  if  there's  a strong  possibility  that  they 

have  Huntington's.  The  other  four  say  they  are  insane  for  doing 

it,  because  how  do  you,  at  the  age  of  20  or  24,  live  with  the 

knowledge  that  at  35  or  40  you  would  be  totally  incapacitated  and 

that  your  life  would  fall  apart?  One  doctor  advised  them  not  to 
have  children.  Dr.  Ericsson  said,  "This  is  silly.  It's  like 
standing  on  a street  corner  and  never  crossing  the  street."  They 
live  under  constant  pressure  of  this.  It  lays  a burden  upon  the 
relationship  they  have. 

It  is  difficult.  For  20  years  we  had  a beautiful  relation- 
ship; in  over  10  years  it  has  deteriorated.  I have  one  child  that 
left  home  because  of  it.  I had  a girl  that  married  early  to  get 
out  of  it.  My  12-year-old  is  embarrassed  to  go  in  a cafe  with 
her  mother  because  she  spills  food.  People  think  she's 
intoxicated . 
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GUTHRIE;  Forgive  me  for  asking  the  question.  But,  you  see, 
the  things  that  you're  describing  are  things  that  we're  aware  of. 

I think  it  is  important  for  the  record  that  our  Congress  know  some 
of  these  hardships  that  the  children  have.  I think  your  children, 
as  you've  described,  have  tried  to  cope  in  their  own  way. 

FURI^:  Yes. 

GUTHRIE:  There  are  no  answers  that  we  can  give  out  and  say, 

"This  is  the  rule  for  everybody."  I wanted  this  documentation. 

FURR:  Dr.  Ericsson  holds  out  the  promise  that  in  their 

lives,  by  the  time  they're  that  age,  something  will  have  come  along. 
We  know  it's  too  late  for  my  wife.  In  the  facing  of  relationships 
they  wonder  how  long  will  their  marriage  hang  together. 

GUTHRIE:  That's  a good  question.  That's  right. 

FURR:  There's  a complete  disorientation  of  the  family,  the 

greater  family,  and  then  the  society.  I'm  a Methodist  minister, 
and  my  appointment  always  hinges  on  the  family.  I have  been  at 
this  little  suburb  town  for  8 years.  They  would  have  moved  me 
3 years  ago,  but  my  wife  can't  be  moved. 

GUTHRIE:  Maybe  you  and  your  family  have  taught  your  communitv 

somethinq  very  important.  I wish  more  communities  would  be  more 
supportive . 

FURR:  They  agonize  with  us.  They  study  more.  Now,  the 

average  person  that  knows  Bobbie  and  loved  her — the  most  lovable 
person-- they  have  studied  to  see  what  has  happened. 

PRATT:  Reverend  Furr,  to  go  back  to  the  test  Dr.  Ericsson 

spoke  of,  what  were  the  results  given  your  children? 

FURR:  I have  not  asked  the  doctor,  because  I could  not  bear 

to  do  it. 

PRATT:  Did  he  tell  them? 

FURR:  The  two  of  them  that  took  it,  each  one  says  he 

indicated  that  the  other  had  possibilities  of  it,  but  they  didn't. 
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This  is  to  tell  you  that  it  blows  your  mind.  You  can't  face  it. 

PRATT:  You're  so  right.  You  are  talking  to  people  at  this 

table  who  are  in  your  shoes,  so  we  understand.  Did  he  say  this 
was  a df=‘finitive  test  when  he  gave  it?  Is  that  what  I understand 
you  to  say? 

FURR:  I don't  remember  his  exact  words.  He  had  outlined  to 

Bobbie  and  I that  this  test  was  available  if  our  children  wanted 
to  take  it,  but  that  he  would  talk  to  them  individually.  There- 
fore, I was  not  in  on  the  consultation.  He  told  them  there  would 
be  an  indication,  but  it  would  not  be  foolproof,  100  percent. 
Their  reaction  to  the  drug,  it  would  sort  of  give  them  a symbolic 
disease  that,  when  they  quit  taking  the  medicine,  would  go  away. 

PRATT:  It  would  bring  on  the  symptoms.  Thank  you  so  much. 

I feel  that  we  have  no  predictive  test  as  yet,  and  I'd  like  to  go 
on  the  record  as  saying  it  right  here. 

GUTHRIE:  Let's  go  one  step  further.  It  is  not  only  that  we 

don't  have  a predictive  test,  but  this  possible  test  is  an  exper- 
iment whose  answer  will  not  be  known  for  maybe  10  or  20  years; 
and,  therefore,  it  is  not  recommended.  We  want  to  be  sure  that 
people  in  the  audience  understand  this.  I see  a question  on  your 
face . 


GOTHELF : 

GUTHRIE : 

GOTHELF: 
you ' re 


You  mean  it's  not  recommended  to  take  it? 
That's  right. 

Then  you're  limiting  the  amount  of  research  if 


GUTHRIE:  No,  no.  This  is  a research  project  whose  answer 

has  not  been  completed. 


GOTHELF:  Okay,  fine.  That  would  be  fine,  stated  that  way. 

But  to  say  that  it's  not  recommended 

GUTHRIE:  At  this  time  for  more  people,  because  the  first 

experiment  has  not  been  completed. 
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I’HATT:  We  want  definite  results  before-- — 

GUTHRIE:  Others  take  it. 


PRATT:  Yes--this  is  used  as 


GOTHLLF:  [Inaudible]  need  more  numbers? 

. WEXLER:  No.  In  fact,  the  people  who  originally  did  the 

research  are  not  supportive  of  further  investigators  testing  other 
i*eople  at  risk  with  this  particular  dopa-load  test  because  (a)  it 
does  take  a long  time  to  follow  up;  but  I think  there  are  also 
some  (juestions  about  taking  this  particular  drug.  Until  we  know 
somewhat  more  about  the  drug  and  its  effect  on  the  system  (and 
since  there  is  a research  population  being  studied  and  tracked) , 
it's  advisable  that  this  test  not  be  given.  It  certainly  is  not 
a definitive  test.  We  don't  know  enough  about  the  normal  person's 
response  to  L-dopa.  There  hasn't  been  enough  control.  What  we  do 
know  is  that  any  normal  person,  given  enough  of  this  drug,  is  going 
to  show  movements,  like  somebody  with  Huntington's  disease.  It's 
just  a matter  of  level.  We  don't  know  enough  about  the  normal 
range  of  response  to  this  drug  to  say  definitively  that  somebody 
with  H.D.  is  going  to  respond  in  a significantly  different  manner; 
so  that,  in  fact,  it  is  advisable  not  to  take  this  test,  not  to 
mention  the  psychological  trauma  of  having  that  happen  to  you. 


GUTHRIE:  I think  the  question  was,  is  this  in  any  way 

limiting  research.  It  is  not  limiting  research.  It  is  only 
saying  that  this  particular  research  project  needs  to  go  further 
before  we  can  do  more  with  this  particular  drug. 

GOTHELF:  You're  talking  around  in  circles. 

GUTHRIE:  No. 


GOTHELF:  Because  you  said  that  this  research  project  needs 

to  go  further.  But  if  you're  limiting  the  investigation 

GUTHRIE:  Not  further  in  numbers.  It's  a time  limitation. 

PRATT:  To  prove  it,  yes. 
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FURR:  My  children  will  have  to  wait  10  years  to  know  the 

results  of  the  test,  if  they  were  valid. 

GUTHRIE:  If  the  test  was  valid  or  not,  that's  right. 

FURR:  They  both  say  they  are  glad  they  took  it.  My  other 

four  say  they  are  glad  that  they  had  sense  enough  not  to  take  it. 
Time  will  tell. 

GOTHELF:  Time  will  tell  [inaudible] . 

GUTHRIE:  That's  the  answer. 

PRATT:  We  had  two  questions. 

KARSTETTER:  [Inaudible] . This  doctor  down  there  says  that 

there's  a test  [inaudible]  saliva  or  sputum  [inaudible]. 

GUTHRIE:  The  important  thing  is  that  this  is  not  a test. 

This  is  an  experiment. 

PRATT:  Experiment. 

GUTHRIE:  Someone  is  studying  the  saliva. 

N.  ^^XLER:  They  are  looking  to  see  whether  or  not  they  can 

detect  anything  different  in  the  skin  sample  v/hich  might  possibly 
lead  to  a test;  but,  by  and  large,  people  are  in  fact  just  trying 
to  understand  the  disease. 

KARSTETTER:  I was  SO  sure,  again,  that  I thought  he  said 

there  was  a test  to  show  if  our  children  were  probable  [inaudible] . 

N.  V7EXLER:  There  are  some  people  who  are  doing  genetic- 

linkage  studies,  and  they're  taking  blood  and  taking  saliva. 

PRATT:  And  spinal  fluid. 

N.  \*7EXLER:  Other  people  are  taking  a little  skin.  They  are 

trying  to  find  out  if  there's  anything  that  they  link  up  with  this 
particular  H.D.  gene;  so  that  maybe  they  can't  find  the  gene,  but 
they  might  be  able  to  find  what  sits  right  next  to  it  on  the 
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chromosome.  They  need  lots  of  these  samples,  and  it  might  in  the 
future  lead  to  a predictive  test.  But  there  is  no  predictive  test 
anywhere  available  now  that's  correct. 

PRATT:  At  this  time  there  is  none.  There  was  one  other 

cjuestion.  Chary? 

TURIJLR:  [Inaudible].  Very  frequently  doctors  have  in  mind 

that  this  is  a test.  [Inaudible].  Lay  people  have  a lot  to  teach 
physicians,  too. 

GUTHRIE:  You  may  be  right. 

PRATT:  I think  we're  going  to  run  late.  Plionda,  would  you 

give  us  your  testimony,  please? 

TESTIMONY  OF 
RHONDA  GREEN 
DALLAS,  TEXAS 

GREEN:  ...story.  My  grandfather  was  the  first  person  in  our 

family  of  known  H.D.  He  wasn't  like  my  other  grandfather,  who 
built  treehouses  and  played  with  my  Barbie  doll  and  helped  me 
build  things.  He  laid  in  a lounge  chair  24  hours  a day,  kicking 
and  crying  and  squalling  like  a baby,  and  he  had  to  have  his 
diaper  changed. 

My  mother  was  diagnosed  with  Huntington's  disease  in  1970. 
From  that  time  on  she  became  moody,  suicidal.  She's  been  arrested 
six  times  for  drunkenness,  which  she  was  not  drunk.  We  have  had 
to  take  her  out  of  the  home  because  we  can't  keep  people  in  the 
home  to  take  care  of  her.  She  is  in  a nursing  home  right  now. 

As  for  myself  and  the  way  I feel,  well,  I'm  just  totally  out 
of  my  mind.  Any  twitch  at  night,  any  uncertain  movement,  any 
nervousness,  I sit  there  or  I lay  there  and  think,  "Do  I have 
Huntington's  disease?  Am  I next?  I'm  23  years  old  and  I've  got 
to  live  with  this  for  the  rest  of  my  life." 

It  wasn't  easy  to  grow  up  with  Mother.  She  competed  more 
than  she  wanted  to  be  a mother.  She  wanted  to  be  one  of  us,  and 
this  ran  both  my  sister  and  I out  of  the  house.  I moved  out  when 
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I was  19,  and  my  sister  got  married  when  she  was  16.  I'm  married 
and  my  sister's  married.  My  sister  had  her  first  child  this  year. 
We're  going  to  wait  3 more  years  before  we  have  kids.  Here  you 
have  two  at  risk.  I just  completed  tests  in  March  for  Dr.  Sears, 
and  I don't  want  to  know  the  outcome  of  those  tests,  ever. 

Some  of  the  problems  that  we  have  with  H.D.  patients,  or 
that  we've  had  with  Mother,  specifically — but  not  until  recently-- 
are  that  medical  and  drugs  were  covered  by  Blue  Cross-Blue  Shield. 
Five  or  six  weeks  ago  my  father  lost  his  job  and  lost  Blue  Cross- 
Blue  Shield,  so  now  drugs  and  medicine  are  going  to  be  a handicap. 
The  people  at  the  home  have  already  changed  the  drug  from  what's 
prescribed,  so  you  can't  rely  on  the  people  in  the  home. 

We  need  some  kind  of  funds.  The  Social  Security  laws  need 
to  be  changed.  My  mother  can't  collect  because  she's  not  62,  and 
she  cannot  collect  because  she  did  not  work  5 out  of  10  years 
prior  to  being  disabled.  As  for  aid  in  the  home,  we  tried  that. 

We  went  through  four  or  five  women  in  less  than  a year.  They 
can't  cope  with  the  situation.  It's  more  than  they  can  handle, 
mother  running  away,  throwing  temper  tantrums,  throwing  food  on 
the  floor,  throwing  food  at  the  women,  locking  herself  in  the 
room.  The  women  that  stayed  there  didn't  understand.  They 
weren't  able  to  cope  with  the  situation. 

I heard  on  the  radio  that  Carter  is  proposing  a $250  income 
tax  rebate  for  people  that  will  keep  their  aged  and  disabled 
parents  at  home  instead  of  placing  them  in  nursing  homes. 

This  is  just  fine,  but  who  are  you  going  to  find  to  stay  in  the 
house  all  day  and  all  night  for  $250  a year?  We  tried  United 
Way.  This  really  got  expensive:  5 to  8 hours  a day  was  the 
minimum  a person  could  come  in,  and  the  charge  was  $8.25  an  hour. 

I couldn't  afford  that,  not  even  with  my  medical  insurance. 

Another  answer  would  be  day  care  centers.  We  need  therapy, 
speech  and  physical  therapy  for  those  that  are  still  able.  Even 
if  they  aren't  still  able,  just  giving  them  something  to  do  takes 
their  minds  off  of  the  fact  that  they've  got  the  disease,  that 
they're  dying  or  can't  do  what  they  used  to  do.  We  need  programs 
in  these  day  care  centers,  such  as  exercise  and  dance  classes  or 
handcraft,  even  academic  classes  for  people  that  are  still  able 
to  mentally  know  what  they're  doing.  (My  mother  can't  even  do 
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basket  weaving--that ' s how  far  she  is — but  she  enjoys  exercise  and 
dance  classes,  and  she  enjoys  the  church  songs  on  Sunday.)  So  you 
have  to  give  them  something  to  do.  They  can't  just  lay  around  and 
rot.  They're  still  human;  they  still  have  feelings. 

I just  want  to  say  that  I'm  very  glad  this  Commission  is  here. 
It's  something  that  we  have  needed  for  at  least  7 years.  (That's 
how  long  it's  been  in  my  family.)  I hope  that  we  can  get  something 
done . 


PRATT:  Thank  you,  Rhonda.  Questions? 

GUTHRIE:  I'll  just  ask  you  one  question.  You  said  that  you 

were  married  and  were  going  to  wait  3 years  to  have  children. 

I'm  just  curious  to  know  why  you  picked  the  3 years. 

GREEN:  We've  been  married  4 years.  I feel  like  by  the  time 

I hit  30,  which  will  be  another  3 to  4 years,  I will  feel  inside 
whether  I have  it  or  not.  I will  know  myself.  You  don't  believe 
I'll  know? 

GUTHRIE:  I don't  know  the  answer  myself.  I just  wondered 

what  you  thought  was  the  reason. 

GREEN:  I have  heard  (and  I know  from  my  mother)  that  the 

person  himself  knows  the  symptoms  and  knows  the  signs  and  knows 
that  something's  going  wrong  before  anybody  else  does.  Maybe, 
since  I'm  a little  bit  more  educated  on  the  subject,  I would  have 
an  inner  feeling,  a gut  feeling. 

GUTHRIE:  You're  going  to  count  on  your  gut  feeling? 

GREEN:  Yes,  I am. 

N.  WEXLER:  Did  you  know  that  sometimes  people  get  the 

disease  when  they're  about  70  or  80? 

GREEN:  Yes,  and  I know  a boy  that's  19  that  has  it.  I 

realize  this. 

PRATT:  It  varies  greatly. 
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N.  WEXLER;  The  question  is,  how  much  before  the  disease  you 
get  the  gut  feeling. 

GREEN:  But  if  I were  75  years  old,  my  children  would  no 

longer  need  me  anymore.  I don't  want  to  be  a handicap  to  them,  so 
I've  already  prepared  a place  to  go  so  that  I won't  be  a burden  to 
my  children. 

N.  VJEXLER:  How  do  you  mean  that? 

GREEN:  I've  got  a home  for  retirement;  not  a home  like  a 

nursing  home,  but  a place  to  go  and  spend  the  last  of  my  days  so 
that  I won't  be  bothering  anybody  and  they  won't  be  bothering  me. 

GUTHRIE:  Of  course,  we're  hoping  for  a lot  of  progress. 

PRATT:  Before  then,  indeed. 

GUTHRIE:  We  believe  that  there  is  treatment  around  the 

corner  at  some  point.  It  may  not  be  a cure,  but  certainly  there 
will  be  some  kind  of  treatment,  which  I'm  sure  we'll  hear  more 
about  today.  I do  think  that  it's  wonderful  that  you're  here  and 
hearing  everybody  else,  because,  as  the  Reverend  spoke  about,  who 
knows  whose  time  is  more  valuable  or  teaches  people  about  the 
experiences  that  we  go  through.  Are  you  going  to  stay  for  the 
rest  of  the  day? 

GREEN:  No.  I have  to  leave  about  11:30. 

GUTHRIE:  All  right.  We'll  try  to  move  along  so  that  you  can 

hear  more. 

PRATT:  Indeed.  Dr.  Dill,  would  you  give  yours? 

TESTIMONY  OF 
RUSSELL  DILL,  PH.D. 

CHAIRMAN,  DEPARTMENT  OF  MICROSCOPIC  ANATOMY 
BAYLOR  COLLEGE  OF  DENTISTRY 

DILL:  I'd  like  to  thank  the  Commission  for  the  opportunity 

to  say  something  about  the  use  of  animal  models  in  the  study  of 
Huntington's  disease.  I think  this  is  a very  important  area 
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that's  been  somewhat  neglected.  Obviously,  there  is  no  perfect 
animal  model.  I'm  not  aware  of  any  animal  that  spontaneously 
develops  a disease  such  as  Huntington's  disease.  Consequently, 
it's  not  possible  to  study  the  genetic  aspect  and  ultimately  learn 
the  cause  of  the  death  of  the  cells  that  are  lost  in  the  nervous 
system  of  these  individuals. 

There  are  a number  of  models  that  have  been  developed  in  the 
last  few  years,  and  some  of  these  I think  will  be  very  useful  in 
the  development  of  drug  therapy  and  in  studying  some  of  the  mech- 
anisms involved  in  this  disease.  One  of  the  most  recent  ones — and 
I think  probably  the  best  model — has  been  developed  by  Coyle^  Schwarcz,, 
McGeer  and  McGeer  with  the  use  of  kinic  acid.  The  injection  of 
this  substance  into  the  striatum  of  animals  produces  cell  loss 
that  pretty  well  parallels  that  seen  in  the  human,  and  it  also 
produces  the  same  neurochemical  changes  and  some  involuntary 
movement.  (The  involuntary  movement  aspect  of  this  thing  is  not 
as  dramatic  as  one  might  like.)  Obviously,  this  is  a new  model, 
and  it  has  not  been  explored  very  much  yet  and  needs  to  be  studied. 
First  of  all,  I think  it  should  be  studied  in  primates.  We've 
done  some  work  with  primates,  trying  to  develop  models.  I think 
this  is  an  excellent  avenue  that  really  needs  to  be  pursued. 

A second  model  is  one  developed  by  McKenzie  in  his  laboratory, 
based  upon  the  inhibition  of  GABA  receptors  in  the  striatum. 

Because  these  individuals  who  have  the  disease  have  a deficiency 
of  GABA,  the  logic  then  is  that  you  can  duplicate  at  least  part 
of  the  disease  by  blocking  the  mechanism  of  this  substance  in  the 
brain,  and  involuntary  movements  are  produced  by  injecting  this 
material  into  the  brain.  We  have  done  this  in  our  laboratory  (and 
have  also  done  it  with  squirrel  monkeys)  and  produced  involuntary 
movements.  How  well  this  really  reflects  the  disease  is  hard  to 
say.  But,  again,  here  is  another  avenue  that  needs  a lot  of  study. 
There  are  many  things  that  can  be  done  with  this  model. 

A third  model  is  the  one  developed  with  primates  in  which 
large  amounts  of  L-dopa  are  administered.  (Dr.  Mones,  Dr.  Sassin, 
and  others  have  done  this,  and  we've  also  been  working  with  this 
model  recently.)  It's  the  only  one  that  I know  of  that  will 
produce  orofacial  dyskinesias,  which  are  rather  characteristic  of 
this  disorder.  In  our  hands  we  have  not  been  able  to  consistently 
produce  large  amounts  of  involuntary  movement.  Behavioral  changes 
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are  the  most  obvious  things  that  we  have  seen,  and  Dr.  Sassin  has 
also  reported  this  kind  of  finding.  Again,  though,  this  is  an 
important  area  to  be  investigated.  I think  current  work  suggests 
that  the  site  of  action  of  L-dopa  is  probably  in  the  nucleus 
accumbens , and  this  is  an  area  that  is  very  ripe  for  research  at 

the  present  time.  I think  a great  deal  can  be  done,  and  a lot  of 
people  are  working  on  this  particular  area.  It  has  a lot  to  do 
with  the  regulation  of  the  amount  of  motor  activity  that  goes  on 
in  an  individual  or  an  animal. 

V7e  have  recently  reported  an  animal  model  for  Huntington's 
disease  based  upon  the  injection  of  3-methoxytyramine  into  the 
brain.  This  is  a metabolite  of  dopamine.  It  has  not  been  studied 
very  extensively.  It  will  produce  involuntary  movement  both  in 
rats  and  in  monkeys.  We  think  that  it  will  probably  produce  rather 
profound  behavioral  effects,  but  we  haven't  been  able  to  study  that 
yet.  The  interesting  aspect  of  this  model  is  that  it  responds  to 
drugs  much  in  the  same  way  that  people  do,  in  that  neuroleptics 
reduce  the  effects  of  the  motor  disturbance,  whereas  L-dopa 
exacerbates  the  motor  disturbance;  so  there's  some  parallel  here. 
However,  there's  no  clinical  evidence  that  I'm  aware  of  that  would 
suggest  that  3-methoxytyramine  is  a factor  in  this  disease;  but, 
as  far  as  I know,  no  one  has  actually  looked  at  it  yet.  It's  a 
possibility.  Alphamethylparatyrosine , which  blocks  the  synthesis 
of  dopamine  (the  precursor  for  3-methoxytyramine),  has  been  official 
in  Huntington's  disease,  especially  as  coupled  witli  neuroleptic 
drugs.  [Cools]  (in  Holland)  has  administered  this  drug  to  cats 

given  3-methoxytyramine,  and  it  blocked  its  effect?  so  there  is 
some  possibility  in  this  area. 

Again,  there  are  other  models.  For  several  years  we  have 
been  injecting  cholinergic  drugs  into  the  striatum  of  monkeys  and 
producing  all  kinds  of  movement  disorders.  However,  this  doesn't 
seem  to  be  directly  related  to  Huntington's.  It  does  present  a 
model  that  one  can  use  to  study  some  of  the  neuromechanisms. 

I would  like  to  echo  the  remarks  made  by  Dr.  Rosenberg,  that 
the  principal  problem,  as  I see  it  right  now,  is  not  a lack  of 
ideas  but  money  to  support  these  things.  It's  very  discouraging 
to  go  to  NIH  and  ask  for  money.  You've  worked  very  hard;  you 
think  you've  developed  a good  program,  and  it's  very  difficult  to 
get  money.  The  concept  mentioned  earlier  about  workshops  I think 
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would  be  very  helpful.  It's  critical  that  investigators  in  the 
neurosciences  know  what  the  others  are  doing.  You  go  to  meetings, 
but  many  times  they  don't  say  what  they're  doing  currently.  I 
think  a workshop  would  be  very  helpful.  Thank  you  very  much. 

PRATT:  Thank  you,  Dr.  Dill.  Questions? 

GUTHRIE:  No.  I just  appreciate  your  recommendations  very 

much . 

N.  WEXLER:  Question.  Is  there  any  work  on  an  animal  model 

of  the  behavioral  aspects  of  Huntington's  disease? 

DILL:  We've  thought  a lot  about  this,  but  I'm  not  aware  of 

any.  It's  very  interesting  that  L-dopa  produces  behavioral 
changes  in  rhesus  monkeys.  We've  seen  some  rather  striking 
changes  in  the  behavior  of  these  animals.  I recall  one  in 
particular  who  was  very  aggressive.  Almost  the  opposite  of  what 
you're  saying.  Reverend,  he  became  very  placid  and  you  could 
stroke  him  on  the  nose;  a very  obvious  change.  I think  this  is 
probably  mediated  through  the  effects  of  dopamine  in  the  accumbens. 
Again,  I think  this  is  an  area  that  really  needs  to  be  studied. 

It  may  play  a role  in  Huntington's  in  some  way. 

PRATT:  Thank  you. 

JOHNSON:  May  I please  have  your  address  and  see  if  I have 

your  name  correct? 

DILL:  Russell  Dill,  Baylor  College  of  Dentistry,  Dallas, 

Texas . 

PRATT:  Thank  you  so  much. 

DILL:  Thank  you. 

PRATT:  Will  anyone  in  the  audience  who  wants  to  ask  a 

question  identify  themselves  and  where  they're  from  before  they 
ask  their  question,  please. 

JOHI'JSON:  Vincent  Johnson,  Baylor  University. 
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PRATT;  Thank  you.  Is  Dr.  Mokrasch  here?  No.  Gerleine 
Schoonover?  Catherine  Rich?  Dr.  Peter  Gray?  VJill  you  come  up? 
Before  each  of  you  give  your  testimony,  will  you  give  your  name 
and  your  connection  with  the  disease,  either  family  or  research 
and  what  institution.  Thank  you.  Would  you  begin,  please? 

TESTIMONY  OF 
GERLEINE  A.  SCHOONOVER 
AREA  REPRESENTATIVE  (LOUISIANA) 

COMMITTEE  TO  COMBAT  HUNTINGTON'S  DISEASE 

SCHOONOVER:  My  nam.e  is  Gerleine  Schoonover.  I'm  from  Quitman, 

Louisiana.  My  husband  had  Huntington's  disease.  He  died  two 
months  ago  yesterday.  I'm  an  area  representative  with  the 
Committee  to  Combat  Huntington's  Disease.  (It's  questionable 
about  what  I get  done.)  I have  four  children,  ages  11,  12,  14 
and  17,  and  I have  one  stepson,  24. 

I don't  really  know  what  needs  to  be  done.  Education  of 
the  public  is  very  important.  I think  one  of  the  major  educations 
we  need,  though,  is  the  professional  people  (the  doctors,  the 
psychiatrists,  the  family  counselors).  They  just  don't  know  and 
don't  understand  anything  about  the  disease,  really,  a big 
majority  of  them. 

My  husband  was  from  a family  of  12;  only  eight  of  them  lived 
to  be  adults.  Out  of  these  eight,  five  of  them  have  died  with  the 
disease.  His  father  was  from  a family  of  five;  three  of  them  had 
the  disease.  It  passed  down  from  their  mother.  My  husband's 
father  must  have  been  about  58  when  he  was  hospitalized  with  it. 

My  husband  was  45  when  he  died  with  it. 

I look  at  my  children,  and  it's  a continuous  question:  Are 

they  normal  children?  Are  they  reacting  to  the  psychological 
effect  of  the  disease?  Should  I try  to  get  them  checked,  and  what 
have  you?  I don't  know.  It's  a day-to-day  battle. 

I think  the  younger  a person  finds  out  about  the  disease, 
the  better  off  they  are.  I'm  no  authority  on  that.  I'm  going 
strictly  by  my  own  children.  I feel  like  I know  now  that  my 
husband  had  the  disease  when  I met  him.  I know  now  that  he  knew 
about  the  disease  long  before  I knew  about  it,  but  he  kept  this 
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from  me  because  his  first  wife  said  this  was  why  she  was  leaving 
him.  Consequently,  I have  four  children.  Whether  I would  have 
had  them  or  not,  I don't  know.  But  I do  have  them,  and  I worry 
about  them.  It  becomes  a constant  battle,  because  you  reach  the 
I>oint  where  you  feel  like  you're  begging  for  yourself,  for  your 
children.  This  can  be  hard  to  do,  because  we  all  have  too  much 
pride,  I think. 

I'm  trying  to  learn  what  I can  about  Huntington's  disease 
as  well  as  the  human  body.  I help  survive  by  being  a student  at 
Louisiana  Tech  in  medical  technology.  At  college  I talk  to 
anyone  I can  about  the  disease,  but  I don't  live  it  every  day. 

It's  kind  of  frustrating  when  you're  in  a genetic [s]  class  and 
you  have  to  inform  the  teacher  about  the  disease  because  he 
doesn't  know  enough  about  the  disease,  and  it's  used  in  your 
genetic [s]  books  to  represent  the  dominant  disease.  You  get 
people's  interest  for  a moment,  and  then  that  seems  to  be  it. 
There's  just  a vast  amount  of  public  knowledge,  professional, 
and  everything  else  that's  needed.  I don't  know.  Today,  I'm 
here;  tomorrow,  I might  run  away  for  a while. 

PRATT:  You  face  the  problems  we  all  do.  We  thank  you  for 

coming  here  and  giving  this  testimony.  Do  you  have  questions? 
IJancy? 

N.  V7EXLER:  I just  have  one  question.  If  you  could  pick  one 

or  two  things  which  would  have  made  your  life  easier  with  your 
husband  being  ill  and  and  your  caring  for  the  children,  what  would 
have  helped  you? 

SCHOONOVER:  I've  been  very  fortunate  in  many  ways.  My 

husband  spent  20  years  in  the  Air  Force.  Due  to  lack  of  knowledge 
on  the  doctors'  parts  and  the  habit  that  the  Air  Force  doctors 
have,  apparently,  of  not  wanting  to  diagnose  something  that's 
going  to  give  a medical  discharge,  my  husband  retired  with  20 
years,  4 months,  and  some  odd  days;  so,  financially,  we  were  very 
fortunate.  He  was  completely  covered  under  VA.  He  had  complete 
disability,  100  percent,  under  VA  and  Social  Security. 

I'm  fortunate  that  I went  through  trying  times  when  I was 
younger  with  my  mother.  She  had  a nervous  breakdown  and  other 
thincrs , so  I've  had  to  bounce  back  before.  Just  what  would  make 
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it  easier,  I don't  know,  except  maybe  understanding  on  the  part  of 
professional  people  more  so  than  the  lay  people.  I went  to  a 
family  counselor  with  my  children,  and  because  I wanted  them  seen 
I was  seen  also.  For  9 months  I more  or  less  played  a game  with 
him,  wondering  how  long  it  would  take  him  to  ask  me  what  would  I 
do  if  a man  came  up  and  propositioned  me.  This  was  the  least  of 
my  worries.  But  I played  his  game  for  about  9 months,  until  he 
decided  that  I was  going  to  tell  him  the  same  thing  then  that  I 
told  him  when  I first  went  to  see  him.  He  didn't  understand  the 
disease.  He  thought  he  did.  He  had  worked  with  an  H.D.  woman 
that  had  it.  But  he  didn't  really  understand  it.  It's  just 
education. 

N.  WEXLER:  Thank  you. 

PRATT:  Dr.  Gray? 


TESTIMONY  OF 
PETER  N.  GRAY,  PH.D. 

ASSOCIATE  PROFESSOR 
BIOCHEMISTRY  AND  MOLECULAR  BIOLOGY 
UNIVERSITY  OF  OKLAHOMA  HEALTH  SCIENCES  CENTER 

GRAY;  Thank  you  very  much.  I've  been  quite  impressed  by 
the  knowledge  of  the  panel,  and  it's  been  a delight  to  listen  to 
your  questions. 

PRATT:  We  have  an  expert  here. 

GRAY;  I was  worried  that  you  were  going  to  take  all  my 
thunder  away  here.  I'm  Peter  Gray,  from  the  University  of 
Oklahoma  Health  Sciences  Center.  Some  of  what  I have  to  say  has 
already  been  said,  obviously,  by  other  professionals  that  have 
been  here.  But  I have  a time  for  5 minutes,  so  I will  try  to 
say  it,  and  then  you  can  ask  me  questions. 

PRATT;  Say  it. 

N.  WEXLER;  Say  it  again.  If  it's  important,  we  can  say  it 
as  many  times  as  possible. 

GRAY;  Basically,  it's  my  feeling — and  I think  that  of  a lot 
of  other  people — that  Huntington's  disease  can  be  effectively 
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eliminated  from  the  population  through  effective  counseling  of 
predisposed  families.  Experience,  however,  has  proven  otherwise. 
Early  detection  has  not  been  possible  and  diagnosis  outside  a 
major  medical  center,  as  we've  seen  today,  has  not  always  been 
very  accurate.  These  two  problems,  when  combined  with  a paucity 
of  available  information  for  the  affected  families,  have  led  to  an 
alarming  continuation  of  the  disease.  This  is  particularly  true 
in  Oklahoma,  where  there  is  neither  an  information  center  for  nor 
a registry  of  H.D.  families.  This  tends  to  increase  the  genetic 
load  and  perpetuate  H.D. 

There  are  four  basic  needs  which  must  be  fulfilled  for  control 
of  H.D.  These  are:  effective  counseling;  early  detection;  early 
preventive  therapy;  and  rational  therapy  based  on  the  actual 
disease  state,  and  I'll  touch  on  most  of  these  points  as  I speak. 

The  first  need,  effective  counseling,  can  be  fulfilled  by 
social  management  specialists,  counselors,  institutions,  et  cetera. 
The  other  three  needs  are  totally  dependent  upon  biomedical  re- 
search and,  in  point  of  fact,  can  only  be  fulfilled  upon  elucida- 
tion of  the  basic  biochemical  alteration  or  alterations.  To  date, 
the  biomedical  research  effort  has  been  too  meager.  This  is  in 
part  due  to  minimal  funding,  difficulty  in  developing  research 
models,  and  only  limited  contact  between  scientists  working  on  a 
related  problem.  Although  a lot  of  information  has  been  published, 
most  of  this  has  been  clinical  and  repetitive.  What  is  more 
important  is  what  has  not  been  published,  and  that  was  touched  on 
before.  There  are  a number  of  people  who  are  doing  work  and  not 
publishing,  either  out  of  ego  or  fear. 

Research  can  develop  in  this  relatively  unexplored  area  if 
there  are  sufficient  moneys  and  communications  to  permit  each 
avenue  of  research  to  be  effectively  studied,  even  if  just  for  the 
opportunity  to  prove  it  wrong  or  nonessential.  To  date,  most  of 
the  H.D.  research  has  been  conducted  on  autopsy  material  and 
physiological  fluids  such  as  cerebrospinal  fluid,  blood  and  urine. 
Since  brain  biopsies  are  not  feasible,  development  of  other  test 
systems  should  be  promoted  with  the  emphasis  on  the  primary  bio- 
chemical defect  rather  than  the  secondary  or  tertiary  phenomenon 
that  we've  been  seeing  reported  in  the  literature  over  the  last 
10  to  15  years. 
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Areas  of  research  which  should  prove  promising  are  centered 
upon  cells  in  culture  from  H.D.  persons  as  well  as  immunochemical 
analysis.  Our  research  is  based  on  the  use  of  skin  fibroblasts 
in  tissue  culture  from  persons  having  the  disease,  their  non- 
affected  siblings  (that  is,  their  brothers  and  sisters)  and  their 
children.  Since  Huntington's  disease  is  a genetic  disease,  H.D. 
cells  in  culture  should  express,  or  should  be  able  to  be  induced 
to  express,  an  altered  biochemical  reaction  which  can  be  detected 
by  analytical  or  immunological  techniques.  This  reaction,  which  we 
can  induce,  or  would  like  to  induce,  does  not  necessarily  have  to 
be  the  primary  defect  if  we're  looking  for  a detection  system,  but 
it  should  be  something  that  is  specific  for  these  cell  types.  The 
improved  techniques  already  demonstrated  for  studying  cells  with 
other  genetic  alterations  expressed  in  culture  (as  reported  earlier 
by  Dr.  Rosenberg)  are  enabling  our  laboratory  to  help  elucidate  the 
etiology  of  Huntington's  disease  at  the  molecular  level.  This  type 
of  research  can  succeed  if  there  is  sufficient  pilot  money  to 
develop  the  systems  and,  of  equal  importance,  close  cooperation 
with  other  clinical  research  facilities  and  a registry  of 
Huntington's  disease  families. 

Rapid  success  cannot  be  guaranteed  by  any  program,  but  it  can 
be  expedited  through  what  I call  the  "four  C's":  communications 

(that  is,  improved  communications  between  scientists),  coordination 
between  scientists,  collaboration,  and  continuous  funding.  We  can 
effectively  create  improved  communications  since  there  are  rela- 
tively few  workers  publishing  on  Huntington's  disease.  This  can 
be  achieved  through  multidisciplinary  symposia  or  open  workshops 
which  are  held  every  10  months  for  all  H.D.  workers.  I would  like 
to  stress  10  months  rather  than  annually  only  because  you  can  do  a 
lot  more  work  in  10  months  if  you  report  it  every  10  months.  (I 
originally  had  8 months.)  Secondly,  we  should  have  an  informal, 
noncompetiti’''’<=!  communication  published  for  all  active  Huntington's 
disease  scientists.  Both  of  these  mechanisms  have  worked  for 
other  research  areas,  especially  those  areas  which  have  to  do  with 
genetic  expression  at  the  molecular  level,  and  I've  been  involved 
in  some  of  those. 

Collaboration  should  be  encouraged  and  increased  for  the 
obvious  reasons  of  ideas,  methodology  and  information  as  well  as 
for  the  difficulty  in  obtaining  Huntington's  disease  biological 
material.  Obviously,  this  material  is  very  limited,  and  especially 
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in  an  area  where  there  are  no  major  medical  centers,  or  where  there 
is  only  one  medical  center  in  the  state.  To  date,  there  is  a lot 
of  wastage  of  pertinent  material  such  as  tissue,  fluids,  conditioned 
cell  growth  medium,  cell  membranes,  et  cetera.  If  someone  looks 
at  nuclei,  they  throw  away  the  rest  of  the  cell.  A single  labor- 
atory cannot  use  all  the  material  it  has,  and  therefore  points 
again  to  the  need  for  collaborative  efforts. 

This  now  leads  to  the  question  of  research  funding,  which  many 
touched  on  earlier.  There  are  probably  less  than  200  scientists 
actively  working  on  Huntington's  disease,  and  200  is  probably  a 
very  large  number  in  relation  to  other  areas  of  research.  Exper- 
ience has  shown  that  funding  at  relatively  low  levels,  below 
$30,000  per  year  per  laboratory,  to  many  small  groups  will  prove 
more  productive  in  an  unexplored  area  than  major  funding  to  a few 
large  groups  (and  I think  the  NCI  is  beginning  to  see  that  in  some 
of  their  own  programs).  This  is  due  to  an  increase  in  ideas,  of 
which  there  are  several,  and  an  increase  in  the  opportunity  to 
prove  them  beneficial  or  not.  Other  than  the  NIH,  a trust  of 
$35  million,  yielding  8 to  10  percent  per  annum,  would  obviously 
fund  research  for  100  laboratories  with  no  capital  loss. 

Prior  to  funding,  however,  there  needs  to  be  an  integrated 
symposium  to  accumulate  and  collate  present  research  and  medical 
information.  This  would  be  used  to  establish  particular  research 
goals,  productive  efforts  and,  more  importantly,  an  integrated 
data  base.  I would  like  to  stress  the  development  of  model 
systems,  as  Dr.  Dill  discussed,  which  can  be  used  for  research, 
detection  and  therapy.  I believe  that  H.D.  cells  in  culture  can 
be  used  for  elucidation  of  the  genetic  and  biochemical  defect  as 
well  as  for  the  development  of  early  detection  techniques.  There 
is  a very  large  ethical  question  that  has  come  up  over  and  over 
about  early  detection  and  when  you  do  it  and  how  effective  it 
should  be. 

Establishment  of  an  H.D.  cell  culture  collection  that  would 
be  nationwide  and  computer  cataloguing  of  available  experimental 
material  would  encourage  increased  research  effort  and  provide  a 
multitude  of  samples  which  would  lend  credibility  to  many  studies 
heretofore  limited  by  small  sample  numbers.  In  addition, 
areas  of  research  such  as  immunology  and  biochemistry  of  membrane 
components  and  immune  degradative  reactions  should  be  encouraged. 
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Although  the  amelioration  of  generalized  symptoms  via  unrestricted 
pharmacotherapy  may  aid  presently  affected  persons,  it  does  not 
aid  in  the  understanding  and  ultimate  control  of  Huntington's 
disease.  Thank  you. 

PRATT:  Thank  you.  Dr.  Gray.  You  have  touched  on  many  points 

the  Commission  has  touched  on  and  discussed.  Nancy? 

N.  WEXLER:  In  fact,  you've  made  our  life  much  easier 

because  we  don't  have  to  prime  you  to  answer  in  certain  ways. 

PRATT:  No  leading  questions  to  you. 

N.  WEXLER:  I have  one  question,  however.  We  also  took 

testimony  like  this  in  Denver  and  heard  from  somebody  who  had 
coma  fr^^m  Okl'ihoraa  and  \-jas  with  the  State  health  department.  They 
said  that  there  is  a very  elaborate  network  of  genetic  counseling 
centers  all  over  the  State  of  Oklahoma,  so  that  any  Huntington's 
family  can  just  walk  in  and  get  correct  information. 

GRAY:  That's  very  interesting,  because  the  people  in  the 

Pediatrics  Department  at  Children's  Hospital  don't  know  about  it 
and  neither  do  I nor  the  patients  with  whom  I have  contact. 

N.  WEXLER:  I suspected  that  that  might  have  been  the  case. 

I don't  know  whether  there  are  actual  centers  or  a regional 
roving  band  that  goes  around  the  countryside. 

GRAY:  Our  best  contact  is  CCHP  in  Wichita.  We've  contacted 

them  and  they've  supplied  us  with  some  names. 

GUTHRIE:  There  is  no  network,  you're  saying,  as  far  as  you 

know? 


GRAY:  Not  that  I know  of,  and  I've  been  all  over  the  state. 

We've  been  on  television  and  had  articles  in  newspapers,  and  that's 
the  first  time  people  have  ever  heard  of  it. 

N.  WEXLER:  How  many  people  are  working  on  H.D.  in  your  lab? 

GRAY:  There  are  two  technicians  and  myself. 
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WLXLER:  Are  you  aware  that  there  is  a tissue  bank  in 

Los  Anr;eles  where  you  can  get  tissue? 

No. 

IMIATT : Do  you  get  tissue  from  Ted  Bird  in  England?  He 

sends  it. 

GRAY : I get  tissue  from  the  people  that  come  to  my  labor- 

atory, and  that's  all. 

PRATT:  You  need  fresh;  you're  not  speaking  of  autopsy. 

GPw\Y : We  need  fresh  biopsies,  right. 

N.  WEXLER:  Do  you  get  tissue  from  the  Camden  Cell  Bank? 

GRAY : All  we  have  is  what  we  get  from  the  people  that  come 

in . 


GUTHRIE:  Do  you  need  more? 

GRAY:  I always  need  more. 

PRATT:  We  have  a researcher  in  Houston.  Maybe  you  can 

collaborate  v/ith  him. 

N.  WEXLER:  The  Camden  Cell  Bank  also  has  a number  of  H.D., 

at-risk  and  control  cell  lines. 

GPJiY : As  I said,  there  is  a need  for  communications  in  this 

field . 


N.  WEXLER:  Yes,  definitely.  I think  that's  definitely  true. 

Would  you  support  the  idea  of  some  kind  of  consortium  of  people 
doing  H.D.  research  that  could  maybe  meet  more  often  than  every 
10  months? 

GRAY:  Yes.  I think  that  the  way  to  approach  this  is  not  the 

independent  investigator  trying  to  become  another  Dr.  Salk,  but  a 
number  of  investigators  attacking  the  problem  semi-independently , 
meeting  frequently  and  not  spending  3 to  4 months  a year  writing 
research  grants  and  progress  reports. 
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N.  VJEXLER:  Would  you  support  an  NINCDS-  or  an  NIH-sponsored 

small  grants  program;  $5,000  or  $10,000  to  get  something  started? 
You  mentioned  pilot  money. 

GRAY:  Sure,  but  $5,000  is  not  pilot  money. 

GUTHRIE:  V7hat  do  you  consider  pilot  money? 

GRAY:  $15,000.  Mrs.  Pratt  knows  about  how  much  I need. 

PRATT:  I'm  so  glad  to  finally  see  you  in  person.  The 

Huntington's  Chorea  Foundation  is  funding  Dr.  Gray,  and  I'm 
delighted  to  meet  him.  Excuse  me,  you  had  a question. 

KARSTETTER:  I'm  Evelyn  Karstetter,  from  Waco,  Texas.  My 

husband  is  afflicted  with  Huntington's.  I spoke  to  the  VA  doctor, 
telling  him  that  we  wanted  to  [inaudible]  donate  his  brain,  and 
he  was  not  very  receptive  [inaudible] . 

GRAY:  As  far  as  the  brain  donor  program,  CCHD  has  a very 

strong  brain  donor  program  with  cards  and  information  on  how  to 
do  that.  Your  physician  has  nothing  to  do  with  it.  It's  whether 
or  not  you  want  to  do  it. 

GUTHRIE:  I think  there's  some  confusion  here.  When  he's 

talking  about  brain  tissue,  he's  talking  about  after  someone  has 
died . 


KARSTETTER:  V!e  had  information  from  you  several  years  ago 

that  they  were  wanting  live  tissue. 

GUTHRIE:  Not  brain  tissue. 

N.  WEXLER:  Yes. 

GRAY:  That's  not  permitted  anymore.  There  have  been  studies 

where  they  have  gone  to  other  countries  to  get  brain  biopsies,  but 
the  human  experimentation  regulations  for  NIH  now  do  not  permit 
that . 


KARSTETTER:  [Inaudible]  interested  in  now  are  applications 

[inaudible] . 
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v;lXLER:  There  was  a research  project  a number  of  years  ago 

that  did  use  brain  tissue  from  living  patients,  and  I think  most  of 
it  was  done  around  the  dew  York  area.  The  project  exists  no  longer. 
They  would  need  to  be  right  there  with  the  investigator  who  is 
taking  the  tissue.  But  it's  just  not  taking  the  tissue  out  anv 
way  after  the  patient  has  died.  If  you  want  to  do  this,  it's  very 
important  to  be  in  contact  with  one  of  the  K.D.  groups  to  make  sure 
t.hat  the  tissue  is  used  for  K.D.  research  and  that  it's  taken 
properly.  It  has  to  be  taken  a certain  way  to  make  it  most  useful. 

GUTHRIE:  May  I point  out  also — what  we  were  talking  about 

before  with  this  other  gentleman--that  sometimes  there  is  research 
that  proves  not  to  be  valid,  and  then  it's  not  continued.  That's 
v/hat  the  problem  is  with  the  L-dopa  test,  and  the  same  thing 
happened  before  in  brain  work;  so  we're  moving  on  to  newer  and 
different  things. 

I’ltATT : Thank  you.  Catherine  Rich? 

TESTIMONY  OF 
CATHERINE  RICH 
SPEECH  PTiTHOLOGIST 
DALLAS  INDEPENDENT  SCHOOL  DISTRICT 

RICH:  I'm  a speech  pathologist.  I'm  working  in  the  Dallas 

School  District,  and  I work  for  North  Central  Texas  Home  Health 
Agency,  so  I do  have  some  adult  patients. 

. . .as  people  have  mentioned,  education  of  the  physicians  is 
necessary.  The  paramedical  profession  depends  heavily  on  the 
physicians'  referrals.  Also,  due  to  the  status  of  Huntington's 
disease  and  other  hereditary  diseases  with  medical  insurance  (that 
Rhonda  mentioned),  it's  difficult  to  get  money  for  medical  insurance 
and  patients  can't  pay  for  these  extra  services. 

Huntington's  disease  is  mentioned  in  the  speech  pathology 
literature  as  a form  of  dysarthria,  which  is  a collective  name  for 
a group  of  speech  disorders  resulting  from  damage  to  the  speech 
musculature  and  speech  mechanism.  To  date,  no  studies  have  been 
published  concerning  just  Huntington's  disease  diagnosis  and 
rehabilitation,  so  I feel  there  is  a need  for  that  specifically. 

It  is  mentioned,  but  mentioned  briefly. 
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Huntington's  disease  affects  all  the  motor  processes  of 
speech  (respiration,  phonation,  resonation  and  articulation) , so 
communication  becomes  very  difficult  for  the  patient.  Speech 
mirrors  the  posture  of  the  patient,  and  with  all  the  choreiform 
movements  the  speech  will  be  jerky,  as  the  movements  are.  Also, 
prosodic  elements  of  speech  (those  suprasegmentals  that  we  use 
that  are  characteristic  of  each  culture  and  language,  the  stress 
and  phrasing  that  we  use  to  make  our  points)  are  altered,  and  these 
are  altered  by  the  patient.  As  he  anticipates  a breakdown  in  one 
of  the  motor  processes,  he  will  alter  som.e  of  the  prosodic  elements 
himself.  Speech  therapy  does  stress  doing  this,  but  the  patient 
who  is  not  trained  by  a therapist  will  alter  in  a different  manner, 
so  therapy  is  necessary. 

Currently,  there  is  treatment  that  can  be  used  for  the 
Huntington's  disease  patient,  treatment  that  is  used  for  other 
dysarthric  patients.  These  include  techniques  of  self-monitoring, 
compensation  and  other  things.  In  short,  you  try  to  teach  some- 
thing that's  previously  been  unconscious  to  become  a highly 
conscious  and  deliberate  effort. 

Again,  early  detection  of  the  disease  is  very  important, 
because  the  earlier  you  are  taught  these  techniques,  the  better. 
This  has  been  proven  in  studies  of  Parkinsonism  and  multiple 
sclerosis  and  other  progressive  disease-:.  The  earlier  therapy  is 
started  helps  retard  some  of  the  speech  impairment. 

There  are  other  techniques,  other  adjuncts  to  treatment, 
besides  oral  communication.  These  can  involve  biofeedback,  and 
there  needs  to  be  more  experiments  and  more  funding  in  this  area. 
The  use  of  biofeedback  is  a new  area.  Also,  forms  of  communication 
such  as  communication  boards,  which  are  designed  according  to 
levels  of  complexity  (depending  on  the  degree  of  manual  skill, 
visual  skill  and  the  intellectual  capacity  of  the  person) , so  that 
they  can  at  least  communicate  their  needs.  If  they  are  no  longer 
able  to  take  care  of  their  own  needs,  they  have  to  be  able  to 
communicate  them  to  the  person  who  is  taking  care  of  them.  It 
doesn't  necessarily  have  to  be  an  oral  communication,  it  could  be 
manual.  Again,  this  needs  more  research,  more  study. 

Speech  therapists  can  take  care  of  the  Huntington's  disease 
patient  in  many  of  the  physical  settings  that  are  already  avail- 
able (clinics,  hospitals,  on  an  outpatient  basis;  home  health 
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agencies;  nursing  homes  on  an  inpatient  basis),  and  the  home 
health  a<'ency  would  go  to  the  home  or  the  nursing  home.  Again, 
tlitse  agencies  do  not  have  many  Huntington's  patients,  if  any, 
because  it  depends  on  the  physician's  referral  and  funding.  I 
want  to  stress  that  again. 

I would  like  to  see  speech  pathologists  more  involved  in  the 
diagnosis  of  Huntington's  disease,  kind  of  in  a team  effort  with 
genetic  counselors,  physical  therapists,  neurologists.  Often 
times,  neural  impairment  can  be  detected  by  a trained  ear  (if  this 
occurs  in  the  communication  process)  before  the  neurological  exam 
will  reveal  anything.  I say,  "sometimes,"  and  I qualify  that. 

There  are  many  techniques  that  need  to  be  applied  specifically  to 
Huntington's  disease  (spectrography , palatography , cinef luorography ) 
that  are  being  used  with  the  dysarthrias.  They  have  been  used  a 
little  bit  in  Huntington's  disease,  but  could  be  combined  better 
and  more  thoroughly  with  the  Huntington's  patient. 

I would  like  to  see  more  research,  funding  and  education,  of 
course,  of  physicians  and  the  public,  and  more  involvement  of  the 
paramedical  professions  with  the  physicians.  Any  questions? 

GUTHRIE:  I just  have  to  say  that  I really  do  appreciate  your 

testimony.  I have  been  traveling  around  the  country,  visiting 
medical  schools  and  giving  a lecture  called  "The  Team  Approach  To 
Huntington's  Disease,"  and  I always  do  include  the  speech 
pathologist.  Every  once  in  a while  someone  will  come  up  and  say, 
"Oh,  am  I glad  you  included  me,  because  nobody  ever  does."  You're 
absolutely  right,  and  I think  that  this  is  a very  important  area 
that  has  been  sorely  neglected. 

PRATT:  Thank  you.  Nancy? 

N.  WEXLER:  A question  about  why  it  has  been  sorely  neglected. 

One  of  the  problems  we  find  is  motivation  on  the  part  of  the  pro- 
vider, as  well  as  families  not  being  referred  for  these  services. 

I'm  asking  you  in  terms  of  both  your  own  curriculum  (how  the 
disease  was  taught,  if  it  was  taught,  or  if  it  was  just  a line  in 
a text)  and  as  someone  who  has  worked  with  H.D.  patients,  or  who 
could  possibly  work  with  H.D.  patients,  how  you  would  feel  about 
working  with  a condition  that  you  knew  was  going  to  progressively 
deteriorate?  Would  that  affect  your  willingness,  enthusiasm, 
energy,  creativity  about  your  job? 
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RICH:  I'm  sure  that  it  would  for  some  people,  and  I know 

that's  part  of  the  reason  why  physicians  don't  refer,  even  if  they 
are  educated  to  the  disease.  You  try  not  to  give  false  hopes.  If 
you  provide  rehabilitation  services,  that's  kind  of  giving  the 
hope  that  things  will  get  better.  I think  that  is  important. 

Going  back  to  what  you  said  at  the  beginning,  Huntington's 
disease  was  discussed  in  our  courses,  but  basically  a line  in  the 
text.  As  I said,  it's  mentioned  in  the  literature,  but  recent 
studies  have  just  included  it  in  v;ith  other  dysarthrias  and  they've 
not  specifically  spent  much  time  just  on  Huntington's  disease. 

I think  it  would  be  frustrating  knowing  that  the  disease  was 
progressive  and  that  you  were  working  with  a patient  who  would 
continue  to  degenerate,  but  the  important  thing  also  in  our  pro- 
fession is  helping  the  family  and  helping  the  family  be  able  to 
communicate.  If  we  could  educate  the  family  as  to  things  they  can 
do  to  make  it  easier  for  them  to  work  with  the  patient  as  long  as 
possible  while  the  patient  is  at  home,  I think  that  would  be  very 
worthv/hile . 

GUTHRIE:  I think  the  important  thing  is  to  recognize  that 

the  patients  who  did  get  the  speech  therapy  were  able  to  communi- 
cate longer,  which  meant  that  the  manifestations  of  the  physical 
symptoms  were  even  affected  by  the  psychological  aspect  of  being 
able  to  communicate.  It's  very  important.  I found  this  out,  by 
the  way,  in  a VA  hospital  in  Texas  when  I visited  a physician  who 
had  Huntington's  disease.  lie  was  getting  his  speech  therapy  and 
physical  therapy,  and  he  was  feeling  a lot  better  because  he  had 
that  opportunity. 

N.  V7EXLER:  If  there  was  a special  teaching  module  about 

speech  problems  in  H.D.  for  speech  pathologists,  do  you  think  that 
it  might  create  more  enthusiasm  about  the  problem? 

RICH:  I'm  sure  that  it  would.  I would  definitely  hope  so. 

GUTHRIE:  I wonder  if  we  could  get  her  to  write  a paper?  Try 

out  a few  patients  and  then  tell  us  about  it.  We  need  the 
support . 

VOICE:  May  I say  something  here,  not  so  much  about  speech 

but  exercise.  My  father-in-law,  we  think  he  has  h^d  it  for 
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several  years,  but  we  don't  knov;  how  long.  They  never  talk  about 
it.  Me  runs  every  day,  and  he's  able  to  walk.  He  has  his 
twitches,  and  so  on,  but  he's  able  to  communicate  and  drive  a 
car.  We  think  it's  because  of  his  running. 

GUTHRIE:  Absolutely.  I'll  back  you  up  on  that. 

PRATT:  Will  you  identify  yourself,  please? 

VOICE:  Nora  [inaudible]. 

PRATT:  Thank  you  so  much.  Question? 

LYNCH:  John  Lynch.  I think  along  those  lines  that  this 

idea  of  exercise  may  have  something  to  do  with  even  continuing 
their  ability  to  communicate.  My  father-in-law  walked  to  Dallas — 
and  I literally  mean  from  Oak  Cliff  to  Fair  Park- — all  night  long. 
He'd  stay  out  of  people's  way,  but  he  walked.  Even  the  day  he 
died  he  still  could  communicate  with  a reasonable  amount  of 
intelligence,  as  contrasted  to  my  wife  (she's  unintelligible). 
Again,  she  does  like  to  walk,  but  she's  not  given  the  opportunity. 

GUTHRIE:  That's  right.  With  good  physical  therapy  early  in 

t.he  course  of  the  disease  and  with  the  team  approach,  as  I call 
it--we  get  a good  speech  pathologist,  a good  social  worker,  a good 
geneticist  and  the  people  who  understand  the  course  of  the 
disease--we  see  a different  form  of  Huntington's  at  the  end  for 
some  patients,  not  all.  There  has  been  a degree  of  improvement 
in  the  course  of  the  disease  if  they  get  help  early. 

RUSSELL:  I'm  Doris  Russell,  from  Spring  Hill,  Arkansas.  I 

have  an  uncle  and  a sister  who  have  it.  My  sister  enjoys  square 
dancing,  and  this  is  great  exercise.  My  uncle  walks  and  runs  at 
least  2 miles  every  day,  so  I know  this  must  be  a good  approach. 

GUTHRIE:  I'm  going  to  turn  to  all  of  you  and  say  that  if 
all  of  you  would  do  a little  better  exercise,  you'd  all  be  a lot 
healthier;  so  imagine  if  you're  deteriorating  with  Huntington's. 

N.  1>H2XLER:  That's  a dance  teacher  talking. 

GUTHRIE:  It's  true. 
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PRATT:  Has  Dr.  Mokrasch  come  in?  Very  well,  we'll  go  on 

to  Mrs.  Schockey,  Dr.  Rossin,  and  Mary  Lou  Armitage.  Would  you 
identify  yourself  and  begin. 

TESTIMONY  OF 

MARY  LOU  ARMITAGE,  B.S.N.,  M.P.H. 

ASSISTANT  EXECUTIVE  DIRECTOR 
VISITING  NURSE  ASSOCIATION  OF  DALLAS 

ARMITAGE:  Chairman,  ladies  and  gentlemen:  I am  Mary  Lou 

Armitage,  Assistant  Executive  Director  of  the  Visiting  Nurse 
Association  of  Dallas  (VNA) , a home  health  care  provider.  I appre- 
ciate the  opportunity  to  testify  in  behalf  of  those  individuals 
afflicted  with  chronic  neurological  diseases  such  as  Huntington's 
chorea.  I would  like  to  share  with  you  a fictional  case  history 
which  closely  coincides  with  the  real  problems  of  our  patients 
and  families. 

Sam  Smith,  38  years  of  age,  diagnosed  with  Huntington's  chorea 
at  age  20;  his  father  and  grandfather  died  from  the  same  disease. 

Sam  married  at  22  years  and  had  one  son.  By  age  30,  Sam  was  unem- 
ployable due  to  difficulty  in  walking  and  swallowing  and  personality 
changes.  Shortly  thereafter,  his  wife  divorced  him  and  Sam  went 
to  live  with  his  elderly  mother.  During  the  next  3 years  Sam's 
symptoms  progressed  to  the  point  that  he  could  not  be  left  alone, 
and  frequent  episodes  of  agitated  behavior  and  his  difficulty  in 
swallowing  periodically  led  to  dehydration  and  hospitalization. 

Mrs.  Smith  began  to  wear  out  physically  and  emotionally  and 
was  referred  to  VNA.  VNA  provided  home  health  aid  service  to 
assist  Sam  with  his  personal  care  three  times  a week  and  for  the 
purpose  of  relieving  Mrs.  Smith.  The  nurse  visited  weekly  to 
observe  Sam's  vital  signs,  skin  condition,  and  hydration  status. 

On  doctor's  orders,  the  nurse  gave  I.V.  fluids  to  Sam  to  prevent 
dehydration.  In  addition,  a social  worker  visited  regularly  for 
a time  to  counsel  both  Sam  and  his  mother.  The  home  health  services 
enabled  Mrs.  Smith  to  keep  her  son  at  home  and  also  reduced  the 
frequency  of  Sam's  hospitalization.  Sam  has  been  receiving  VNA 
services  for  5 years.  However,  to  add  to  the  family's  difficulty 
was  the  problem  of  finances.  Sam's  employment  had  been  erratic 
and  it  took  nearly  a year  to  obtain  total  disability  status, 
followed  by  a 2-year  waiting  period  before  Sam  was  eligible  for 
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Medicare.  Fortunately,  the  VNA  was  able  to  assist  Sam  and  his 
mother  with  funds  from  United  Way  during  those  3 years. 

Consider  the  problem  of  Mrs.  Cox,  severely  disabled  with 
multiple  sclerosis.  Mrs.  Cox,  age  48,  lives  with  her  husband, 
a part-time  laborer.  Mrs.  Cox  came  to  the  attention  of  the  VNA 
of  Dallas  when  her  physician  referred  her  for  physical  therapy. 
Physical  therapy  and  the  use  of  a walker  enabled  Mrs.  Cox  to  move 
around  in  her  home.  Again  a social  worker  counseled  with  both 
Mr.  and  Mrs.  Cox,  as  accepting  the  progressive  degenerative 
aspect  of  the  disease  was  difficult  for  them  both.  Within  a few 
years  Mrs.  Cox  had  difficulty  with  urinary  incontinence.  Again 
the  physician  ordered  services  from  the  VNA  for  catheter  care. 
Skilled  nursing  was  provided  and  also  a home  health  aide  to  bathe 
Mrs.  Cox  two  times  a week.  The  Cox  family  had  no  financial  re- 
sources to  pay  for  care.  Mrs.  Cox  was  not  eligible  for  Social 
Security,  and  about  5 months  of  the  year  Mr.  Cox  earned  too  much 
money  to  qualify  for  Medicaid  assistance. 

Obviously,  the  individuals  with  chronic  neurological  diseases 
can  benefit  from  home  health  care  services.  These  patients  are 
generally  younger  and  have  a real  desire  to  remain  at  home.  The 
VNA  of  Dallas  is  a Medicare-certified  agency  providing  a variety 
of  services  such  as  skilled  nursing,  homemaker/ home  health  aide 
service,  "Meals-on-Wheels , " medical  social  work  and  physical, 
occupational,  and  speech  therapy.  As  with  any  service,  someone 
has  to  pay  for  it.  Too  often  the  individual  with  chronic  neuro- 
logical diseases  such  as  Huntington's  chorea  and  multiple  sclerosis 
has  no  health  insurance,  cannot  qualify  for  Medicare's  disability 
program,  or  must  wait  2 years  before  he  is  eligible  for  Medicare, 
and  many  times  he  cannot  qualify  for  Medicaid.  In  addition,  many 
areas  in  the  United  States  do  not  have  home  health  agencies  that 
have  funds  to  provide  service  to  the  medically  indigent. 

With  early  home  care  intervention,  the  family  will  be  able  to 
cope  more  adequately  with  the  chronic  neurological  patient.  It  can 
reduce  the  number  of  hospitalizations  for  the  patient  with  chronic 
neurological  disease  and  very  possibly  maintain  the  patient  on  a 
higher  level  for  a longer  period  of  time. 
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ARMITAGE:  Are  there  any  questions? 

PRATT:  Thank  you  so  much.  I wanted  to  ask,  what  do  you 

charge  for  services  such  as  you  spoke  of? 

ARTIITAGE:  We  have  a sliding  fee  scale. 

PRATT : What ' s the  minimum? 

ARMITAGE:  We  examine  the  patient's  income.  If  they  can 

afford  to  pay  10  percent,  then  we  would  have  United  Way  pay  the 
remaining.  Our  Medicare  nursing  visit  is  $27  right  now.  I 
think  that  the  average  for  our  State  is  in  the  neighborhood  of 
$25  across  the  board. 

PRATT:  How  many  Huntington's  patients  have  you  seen? 

ARMITAGE:  The  patient  I referred  to  here,  we  have  had  him 

for  4 or  5 years.  I could  only  track  down  one  Huntington's  and 
far  more  M.S.,  but  there  are  so  many  things  that  are  similar.  I 
thought  I could  share  with  you  the  type  of  service  we  could 
offer . 

PRATT:  Thank  you.  That's  what  we're  looking  for,  that 

approach . 

LYNCH:  In  reference  to  one  of  their  services,  "Meals  On 

V7heels,"  when  my  wife  was  still  able  to  get  around,  "Meals  On 
Wheels"  provided  lunch  for  her.  This  gave  two  things  to  my  wife: 
a hot  meal  and  time  to  take  her  medicine.  She  knew  that  the  mud- 
icine  on  the  table  had  to  be  taken  with  her  lunch. 

GUTHRIE:  You  left  out  something  else. 

LYNCH:  What's  that? 

GUTHRIE:  Somebody  cared. 

LYNCH:  They  came  up  to  the  door,  and  in  this  case  there  were 

just  there  for  a very  few  minutes. 

GUTHRIE:  I think  it  meant  something  to  her  for  those  few 

minutes . 
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LYI4CII:  It  probably  did.  Because  she  was  still  free  to  go 

around  in  the  neighborhood,  there  were  people  that  she  could  call 
on.  To  me,  this  was  significant.  Their  [inaudible]  people  got 
fouled  up  [inaudible].  That's  not  uncommon. 

PRATT:  Question,  Nancy? 

N.  WEXLER:  The  Medicare  visit  has  to  be  triggered  by  a 

hospitalization.  Isn't  that  correct? 

ARI''1ITAGE:  If  you're  on  "A,"  but  not  if  you  have  "B,"  which 

is  tile  other  part  of  it. 

M.  WEXLER:  But  that  does  not  last  very  long? 

ARMITAGE:  They  have  100  visits.  I can  give  you  an  example 

of  the  one  patient.  He  had  aid  three  times  a week,  a nurse 
once  a week  generally.  But  there  v;ere  times  when  he  did  not  need 
that  much  because  he  seemed  to  do  better  for  a period  of  time,  so 
our  plan  of  care  kind  of  alternated  with  his  need.  There  was  a 
social  worker  who  visited  about  twice  a week,  I think,  for  about 
6 weeks  and  worked  very  closely  with  the  family. 

GUTHRIE:  We  think  what  you're  saying  is  probably  a good 

approach  to  families  at  home.  I think  the  cost  factor  is  the 
greatest  problem,  wouldn't  you  say,  for  our  families? 

ARMITAGE:  I just  totaled  this  up.  They  say  it's  really 

cheaper  to  put  you  in  a nursing  home,  and  maybe  it  is.  I'm  of 
the  firm  opinion  that  I don't  care  if  it's  cheaper.  I think  that 
if  that  patient  can  be  happier — I mean,  my  goodness.  He  has  to 
live  with  a degenerative  disease.  That's  bad  enough.  If  he's 
happier  at  home  with  his  family  and  the  freedom  for  people  to  come 
in  and  go  and  not  be  in  a nursing  home-~and  that's  a horrible 
experience.  I really  think  that  cost--we  have  to  be  concerned. 
There's  no  other  way. 

For  instance,  the  Sam  Jones'  situation:  I added  up  the  time 

during  the  month  when  the  social  worker  was  visiting  him  twice  a 
week.  His  care  from  our  service  cost  $688  that  month.  The 
highest  level  for  the  State,  I believe,  is  $701  that  they  pay  for 
a patient  that  is  not  ambulatory  in  a nursing  home.  That's  what 
our  State  Medicaid  pays.  You  see,  there's  really  not  that  much 
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difference.  Indeed,  in  this  case  it's  not  going  to  be  significant- 
ly cheaper.  But  I think  the  emotional  thing... 

N.  WEXLER:  If  a family  required  nonskilled  nursing  care  for 

a long  period  of  time,  the  patient  does  not  really  need  skilled 
nursing  care.  Let's  say  there's  a husband  who's  sick,  the  wife 
is  working  and  there  are  kids.  What  she  really  needs  is  some  kind 
of  domestic  help,  maybe  some  help  in  bathing  and  dressing,  putting 
a meal  on  the  table  and  babysitting  care  for  6 days  a week,  5 days 
a week,  for  years.  Is  there  any  way  anyone  can  get  that  kind  of 
help  through  your  service? 

ARMITAGE:  Of  course,  our  service  is  unique  in  that  if  you 

could  qualify  financially,  then  you  would  be  eligible  for  what  we 
call  the  Family  Care  Program,  which  we  contract  with  the  State 
Department  of  Public  Welfare — not  too  many  states  have  this — where 
they  would  pay  the  wife  so  she  could  be  available.  In  addition  to 
that,  under  the  Title  XX  services,  they  provide  the  homemaker/ 
home  health  aid  chore  service,  and  that  sort  of  thing. 

N.  WEXLER:  But  you  need  to  be  pretty  indigent  to  qualify 

for  that,  don't  you? 

ARMITAGE:  I would  say  generally.  You  have  to  meet  the 

poverty  guidelines. 

N.  WEXLER:  That's  the  problem. 

PRATT:  That's  it. 

N.  WEXLER:  If  you're  middle  class  (if  you're  not  indigent 

or  extremely  rich),  you're  out  of  luck. 

ARMITAGE:  In  conjunction  with  skilled  nursing  care,  we  can 

provide  some  assistance  with  home  health  aid  and  home  management. 

Of  course,  even  United  Way  doesn't  have  that  kind  of  funding  be- 
cause these  patients  are  long  term  and  the  family  wears  out. 
Finally,  there  is  no  other  recourse  but  to  say,  "You've  got  to 
go  someplace  where  I can  get  rid  of  the  burden." 

N.  WEXLER:  By  the  way,  I'm  glad  you  included  M.S.,  because 

one  of  the  points  we're  making  is  that  the  service  needs  for  all 
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of  these  qroups  are  very  similar,  and  we  can  only  make  major 
changes  if  a number  of  these  kinds  of  diseases  that  have  similar 
service  needs  band  together.  I'm  very  glad  you  put  it  in  your 
testimony . 

AW'IITAGE:  We  have  numerous  M.S.  and  less  Huntington's  in  our 

caseload.  I was  surprised. 

PRATT:  Mrs.  Schockey? 


TESTIMONY  OF 
DOROTHY  SCHOCKEY 
FORT  V70RTH,  TEXAS 

SCHOCKEY:  Thank  you.  I'm  Dorothy  Schockey.  My  husband, 

Samuel,  is  44  years  old,  and  he  has  Huntington's  disease.  His 
mother  had  Huntington's  disease  and  died  in  an  institution. 
Unfortunately,  we  didn't  know  until  after  her  death  what  the 
nature  of  her  illness  really  was.  My  father-in-law  had  taken  her 
to  many  doctors  to  seek  help,  with  no  results.  They  tried  shock 
treatments  and  various  other  treatments,  but  they  didn't  have 
any. . . 

It  wasn't  until  several  years  later  that  we  realized  that 
she  did  have  Huntington's  disease  or  that  there  even  was  such  a 
disease.  We  were  at  a family  gathering  and  we  noticed  that  one  of 
his  aunts  and  also  an  uncle  had  some  of  the  same  symptoms  that  his 
mother  had  had,  a lot  of  movement  in  the  hands  and  feet  and  the 
upper  part  of  the  body.  V7e  were  concerned  that  it  might  be 
hereditary,  so  we  wrote  to  the  institution  in  Pineville,  Louisiana, 
where  she  had  been  hospitalized.  The  doctor  wrote  back  and  said 
that  she  did  have  Huntington's  disease;  that  it  was  hereditary; 
that  unfortunately  50  percent  of  the  family  was  affected;  and  that, 
of  course,  there  was  no  cure  for  it.  This,  of  course,  was  our  first 
knowledge  of  Huntington's  disease  and  that  he,  too,  would  be  at  risk. 
From  that  time  on,  he  changed  to  a completely  different  person. 

He  was  in  the  Air  Force  and  had  been  for  several  years.  He 
had  planned  to  get  out  of  service  and  go  into  the  ministry  full 
time.  V7hen  he  found  this  out,  he  decided  that  he  would  stay  in 
service  because  of  the  medical  aspect.  He  felt  that  if  he  should 
[contract]  Huntington's  disease,  he  would  have  the  medical  care 
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he  needed  and  that  his  family  would  be  taken  care  of.  So  because 
of  the  Huntington's  disease  I saw  him  give  up  a dream  that  meant 
very  much  to  him.  From  that  time  on,  he  changed  to  a different 
person.  He  was  a jolly,  happy,  carefree  person,  and  he  became 
very  withdrawn.  He  didn't  like  company  at  all.  He'd  go  to  the 
bedroom  and  close  the  door  and  stay  for  hours  at  a time.  The  TV 
bothered  him.  His  nerves  got  very  bad.  The  problems  of  coping 
with  a teenage  child  were  just  too  much.  He  steadily  got  worse, 
but  he  didn't  want  to  go  to  the  doctor.  We  didn't  discuss  it  very 
much.  He  didn't  even  want  to  admit  to  himself  that  there  was  a 
possibility.  But  every  time  he'd  spill  a glass  of  tea  or  stumble 
over  a chair,  you  could  see  the  anguish  in  his  face  and  the  fear 
of  not  knowing.  (Sometimes  I think  the  fear  of  not  knowing  is 
worse  than  really  knowing,  because  I know  after  he  was  diagnosed 
it  seemed  to  relieve  just  a little  bit  of  the  fear.) 

He  became  so  withdrawn,  his  nerves  got  so  bad  and  the  pressures 
on  the  job  became  so  great  that  he  finally  had  to  go  to  the 
doctor.  With  a history  of  Huntington's  disease  in  his  family, 
they  did  run  some  tests.  They  did  the  L-dopa  test  on  my  husband 
and  it  showed  symptoms,  so  they  suspected  that  it  most  probably 
was  [Huntington's].  He  had  a lot  of  movement  in  his  hands  and 
feet  on  the  drug.  They  sent  him  down  to  Wilford  Hall,  to  the  big 
hospital  in  San  Antonio,  for  further  tests.  They  did  the  neuro- 
encephalogram there,  and  they  confirmed  that  he  did  have  Hunt- 
ington's disease.  He  now  has  100  percent  disability  from  the  Air 
Force.  We  do  have  the  medical  care  that  he  so  desired. 

We  didn't  know  anything  about  the  research  or  anything  that 
was  going  on  until  about  6 months  ago,  when  I saw  the  piece  in  the 
paper  about  Dr.  Wexler's  testimony.  This  was  the  first  that  we 
had  even  heard  of  any  research.  I think  public  knowledge  is  very 
important;  that  we  be  informed  of  what's  going  on,  because  until 
I called  Dr.  VJexler,  in  Maryland,  and  talked  with  her,  we  had  no 
hope.  We  didn't  know  that  they  were  doing  any  research.  We  didn't 
know  that  anything  could  be  done.  The  doctors  knew  nothing.  All 
they  could  say  was  that  he  had  the  disease,  there's  no  hope  for  it, 
it's  going  to  get  worse.  We  had  a very  black,  very  bleak  future 
to  look  to , but  now  we  do  have  hope . 

We  have  three  sons.  I have  one  25,  20  and  10.  Our  oldest 
son  is  married.  They  were  expecting  their  first  child  when  we 
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found  out  that  my  husband  had  Huntington's  disease.  We  told  them 
about  it,  and  they  decided  that  they  wouldn't  have  any  more 
children  until  further  research  had  been  done  and  they  did  know 
something  about  it.  Their  little  girl  is  4 years  old  now,  and  his 
wife  wants  another  child.  My  son  says  no,  that  he  can't  bring 
another  child  into  the  world,  knowing  that  it,  too,  would  be  at 
risk.  But  she  seems  to  think  that  you  can  make  things  not  happen, 
and  she  wants  another  child  very  badly.  Of  course,  this  causes 
problems  in  the  family  just  from  not  knowing. 

My  next  son  is  20.  He  was  married  last  June,  and  he  told  the 
girl  he  married  about  his  father;  that  he,  too,  might  be  at  risk; 
and  that  he  didn't  want  any  children.  She's  a very  wonderful  girl, 
and  she  said  at  the  time  that  it  didn't  make  any  difference.  But 
I know  that  they  would  love  to  have  a family,  too. 

If  there  were  just  some  way  that  we  could  find  out,  that  you 
could  be  diagnosed  early  enough  so  that  you  wouldn't  have  all  this 
waiting.  The  waiting,  not  knowing  and  the  fear  I think  are  very 
hard  on  the  children  and  those  who  are  at  risk. 

PRATT:  Thank  you.  Questions? 

GUTHRIE:  I just  wanted  to  ask,  no  one  in  the  VA  system  told 

you  about  what  was  going  on? 

SCHOCKEY:  No,  ma'am. 

GUTHRIE:  Do  you  know  if  there  are  other  patients  in  that  VA 

hospital  where  your  husband  is? 

SCHOCKEY:  He  is  not  hospitalized  at  this  time.  They  did  do 

research.  We  were  stationed  at  Forth  Worth  and  the  doctor  at 
Carsv/ell  told  me  that  he  had  only  seen  one  other  patient  in  his 
life  that  had  Huntington's  disease.  When  they  sent  him  to  the 
hospital  in  San  Antonio,  which  is  the  big  district  hospital  for 
the  Air  Force,  they  didn't  know  anything  about  the  disease,  very 
little.  They  brought  him  into  a big  conference  room  and  had  all 
the  neurologists,  psychiatrists  and  psychologists  come  in.  They 
interviewed  him,  questioned  him  and  observed  him  so  that  they  could 
learn  from  him. 

GUTHRIE:  How  long  ago  was  this? 
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SCHOCKEY:  About  3 years. 

GUTHRIE:  You  might  like  to  know  that  we've  just  completed 

a survey.  The  VA  does  have  500  known,  identified  H.D.  patients 
in  the  hospital  and  are  treating  approximately  500  out  of  the 
hospital  as  outpatients.  That's  1,000  known,  identified  H.D. 
people  within  the  VA  system  alone,  which  does  not  normally  include 
women  and  children.  So,  you  have  some  idea  of  the  extent  of  what 
Huntington's  disease  might  be. 

SCHOCKEY:  That's  great. 

GUTHRIE:  Of  course,  it  is  our  hope  and  their  hope  that  we 

will  be  able  to  get  better  education,  even  through  the  VA  system. 

N.  WEXLER:  Mrs.  Schockey,  through  your  account  of  your 

husband's  illness  it  seems  that  changes  really  began  to  appear 
when  he  found  out  that  he  was  at  risk. 

SCHOCKEY:  His  personality  changed  quite  a bit  at  the  time. 

N.  WEXLER:  The  reason  I'm  asking  is  that  there's  been  some 

questions  raised  about  the  impact  of  any  severe  physical  or 
psychological  stress.  We  don't  know  why  some  people  get  symptoms 
early  and  some  people  get  symptoms  late;  if  it's  a different  gene 
or  other  genes  or  environment,  or  what  is  it?  In  your  account  it 
seemed  like  the  stress  of  just  finding  out  that  he  was  at  risk 
seemed  to  throw  him  into  a kind  of  tailspin  which  kept  on  until 
he  was  diagnosed.  Is  that  the  way  it  happened? 

SCHOCKEY:  This  is  true.  His  personality  began  to  change 

drastically  from  that  time  on.  He  became  withdrawn. 

GUTHRIE:  How  old  was  he? 

SCHOCKEY:  About  36  or  37  when  we  found  out.  He's  44  now. 

The  physical  changes  didn't  occur  until  later,  but  the  mental 
stress  was  there  from  the  time  he  found  out. 

N.  WEXLER:  Do  you  think  counseling  at  that  point  for  you, 

your  husband  and  your  whole  family  might  have  been  of  some  use? 
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SCilOCKEY : I thin):  it  would  have  been  a great  help,  because 

he  didn't  want  to  talk  about  it.  It  was  something  that  you  pushed 
aside.  It  wasn't  really  brought  out  into  the  open  until  he  finally 
decided  to  go  to  the  doctor  several  years  ago. 

!J.  WEXLER:  Did  anybody  refer  you  to  a psychological  counseler, 

a social  worker,  a psychologist,  a psychiatrist  or  a genetic 
counselor?  Did  you  have  genetic  counseling? 

SCIIOCKEY : No,  he  refused  to  go  to  the  doctor.  He  didn't 

want  it  on  his  medical  records.  He  didn't  vjant  them  to  know  any- 
thing about  it  at  that  time. 

iJ . WEXLER:  Did  they  offer  it  to  you,  let  me  put  it  that  way? 

Did  they  offer  a referral? 

SCilOCKEY : After  he  went  to  the  doctor  and  they  diagnosed  it 

as  Huntington's  disease,  they  offered  genetic  counseling  for  the 
children.  They  suggested,  of  course,  that  you  not  have  children. 
They  offered  this  to  our  son  and  his  wife,  which  they  didn't  take. 

N.  WEXLER:  Do  you  know  why? 

SCHOCKEY:  You  really  don't  want  to  face  it.  You  want  to 

put  it  off,  I think,  as  long  as  you  can. 

GUTHRIE:  Excuse  me.  You  said  something:  "They  said  that 

they  should  not  have  children."  I have  to  go  back  and  ask  you, 
to  whom  did  they  say  that? 

SCHOCKEY:  The  doctors. 

GUTHRIE:  They  said  it  to  whom? 

SCHOCKEY : They  said  it  to  my  husband  (this  is  the  neurologist 

there  at  the  base).  He  said  that  we  should  tell  the  children,  but 
not  until  they  were  older. 

GUTHRIE:  Did  you  or  didn't  you? 

SCHOCKEY:  We  did. 

GUTHRIE:  At  that  time.  How  old  were  they? 
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SCHOCKEY:  My  oldest  son  was  married  at  the  time,  and  he  was 

about  21.  The  younger  boy  was  15  or  17  at  the  time,  I think. 

N.  VJEXLER:  Did  they  offer  you  any  help  in  telling  your 

children  that  they  were  at  risk? 

SCHOCKEY:  No.  They  said  that  they  would  counsel  them,  give 

them  genetic  counseling,  and  explain  to  them  why  they  shouldn't 
have  children,  that  it  was  hereditary  and  in  the  line.  But  they 
didn't  want  to  go  in  for  counseling. 

GUTHRIE:  Maybe  that's  why  the  children  didn't  want  to  go, 

because  they  knew  what  they  were  going  to  be  told. 

SCHOCKEY:  They  didn't  want  to  hear  it. 

PRATT:  Question? 

CHANDLER:  I'm  Dorothy  Chandler,  from  [inaudible]  Texas. 

Speaking  of  the  VA  hospital,  my  husband  spent  6 months  in  a VA 
hospital,  and  they  told  us  it  was  just  nerves.  He  had  been  to 
the  doctor. 

PRATT:  How  long  ago  was  that? 

CHANDLER:  About  [inaudible] . 

PRATT:  One  other. 

SCHOONOVER:  I'm  Gerleine  Schoonover.  I testified  a moment 

ago  and  there's  so  much  I could  have  said.  The  lady  said  that 
people  at  risk  don't  really  want  to  know.  This  is  very  true  of 
the  professional  people,  too,  I believe.  In  fact,  I had  the 
doctor  (at  the  VA  hospital  where  my  husband  was  sent  for  about 
3 years  or  more)  tell  me  that  he  realized,  after  treating  my 
husband,  being  his  doctor  for  over  a year,  that  he  had  had  many 
patients  in  his  history  as  a physician  that  probably  had  the 
disease,  but  he  did  not  know  about  it.  It  went  against  every- 
thing a doctor's  taught  (in  trying  to  help  people,  save  lives, 
and  what  have  you)  to  diagnose  a disease  when  there  was  no  help 
for  it  [inaudible] . Consequently,  even  if  they  [inaudible]  know 
it,  [inaudible]  diagnosis. 
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PIUVTT:  I think  the  medical  profession  is  loathe  to  handle 

anything  they  can't  help,  you  say.  Exactly. 


VOICE : 

[Inaudible]  . 

PRATT : 

That  does  happen. 

VOICE: 

[Inaudible] . 

PRATT : 

Dr.  Rossin. 

TESTIMONY  OF 
B.  A.  ROSSIN,  M.D. 

NEUROLOGIST  AND  PSYCHIATRIST 
DALLAS,  TEXAS 

ROSSIN:  My  name  is  Dr.  Rossin.  I'm  a neurologist  and  a 

psychiatrist  in  private  practice  in  Dallas.  I want  to  congrat- 
ulate the  Commission.  I'm  very  impressed  by  your  knowledge  and 
the  depth  of  your  work  already.  In  a sense,  I feel  that  what 
I've  come  here  to  say  is  already  redundant. 

For  my  experience,  I trained  in  psychiatry  at  a VA  hospital 
where  we  had  approximately  70  patients  in  the  community  with 
Huntington's  disease.  It  was  my  experience  at  that  time  to  work 
with  six  of  the  patients  briefly  and  with  two  of  the  patients  for  a 

long  time.  The  thing  that  also  impressed  me  was  the  inadequate 
preparation  of  a psychiatrist  to  deal  with  neurological  disease, 
which  is  why  I subsequently  became  a neurologist. 

I like  the  comment  in  Drs . shoulson's  and  Chase's  article; 

"All  family  members  at  risk  who  make  inquiries 
should  be  provided  information  regarding  the 
clinical  course,  prognosis  and  mode  of  inheritance 
of  Huntington's  disease." 

This  is  characteristic  of  how  quickly  the  subject  is  dealt  with 
and  dismissed  and  not  dealt  with,  in  fact.  Having  just  completed 
Dr.  Rosenberg's  training  program  here,  I can  say  that  I heard  a 
tremendous  amount  about  the  biochemical  defects , the  receptor 
models,  the  theories  about  the  action  of  cholinergic  transmitters 
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in  GABA,  and  I heard  nothing  about  the  management  of  the  social 
problems  of  the  Huntington's  disease  patient.  This  reminds  me  of 
Dr.  Kubler-Ross,  when  she  started  her  study  of  death  and  dying. 

She  went  into  a hospital  and  said,  "Shov/  me  a dying  patient,"  and 
no  one  had  a dying  patient.  We  all  know  that  we're  going  to  grow 
old  and  die,  and  we  all  know  that  we  face  a certain  amount  of  risk 
of  becoming  physically  enfeebled  and  mentally  diminished.  For  most 
of  us  it's  sort  of  a remote  possibility  that  we  never  think  about. 
It's  hard  to  imagine  what  it's  like,  but  I think  we've  heard  from 
a few  people  who've  told  us  in  dramatic  form  what  it's  like  when 
it's  a 50-percent  probability.  It's  rather  terrifying. 

I think  one  of  the  points  that's  not  been  mentioned  or  brought 
out  enough  today  is  that  Huntington's  disease  is  a dementing 
disease.  When  I say  it's  dementing,  I mean  that  the  person  with 
Huntington's  disease  is  not  demented.  Initially,  he  may  show 
occasional  forgetfulness  and  inattention  to  small  detail  in  a way 
that  slightly  exaggerates  his  usual  manner.  He  may  suddenly  and 
impulsively  buy  something  he  can't  afford,  but  he  has  hopes  of  a 
new  job  or  a promotion  to  justify  the  purchase.  He  may  suddenly 
become  angry  and  respond  more  aggressively  to  the  children  on 
occasion,  but  he  explains  that  saying,  "Such  and  such  behavior 
is  no  longer  acceptable.  The  children  are  too  old  for  it,  and 
they  really  have  to  be  shown  the  error  of  their  ways." 

Psychologically,  this  may  not  be  an  early  dementia.  This 
could  be  just  simply  be  someone  who's  anxious  about  something  and 
being  slightly  overreactive.  It's  very  difficult  to  tell  when  a 
person  is  becoming  psychologically  impaired  initially.  Vlhen  it 
occurs  in  the  context  of  a husband  deciding  to  quit  an  established 
job  and  begin  his  own  business,  it  becomes  much  more  important. 

The  family  may  know  that  something  is  wrong  and  be  suspicious, 
but  they're  scared  to  question  his  judgment.  They  are  unsure  about 
whether  he's  having  difficulties.  By  the  time  the  intellectual 
capacity  is  so  impaired  as  to  be  obvious  to  both  the  family  and 
the  business  associates  or  community,  the  person  has  usually 
alienated  most  of  the  people  in  his  background  (often,  he's 
divorced;  often,  he's  lost  his  job  and  his  source  of  income;  and 
often,  he  has  left  himself  in  a very  impaired  position) . 

For  this  reason  my  first  suggestion  is  that  there  has  to  be 
an  adequate  and  ongoing  way  of  assessing  those  at  risk  for  the 
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disease  and  following  them  longitudinally.  They  have  to  have  some 
sort  of  resource  or  person  that  they  know  they  can  uie  to  discuss 
their  decisions  with,  their  life  changes  with/ on  an  ongoing  basis 
so  that  they  can  have  confidence  in  that  person's  judgment;  and, 
at  some  point,  that  person  has  to  be  able  to  assess  whether  or  not 
these  people  have  psychological  changes. 

The  Huntington's  patient  is  faced  with  a very  uncertain 
future.  Persons  who  are  insecure  need  reassurance  that  they  are 
acceptable  and  lovable.  In  our  culture  marriage  is  the  traditional 
way  of  finding  security  for  both  men  and  women.  This  is  true  even 
if  the  person  has  already  developed  early  signs  of  Huntington's  dis 
ease.  I recall  the  wife  of  one  of  my  patients  who  saw  the  patient' 
father  terminally  ill  before  they  married.  She  described  him, 
saying,  "He  wasn't  completely  demented.  He  still  recogni^ied  his 
son."  She  married  the  patient  even  though  he  already  had  developed 
chorea,  and  she  subsequently  had  two  children.  When  he  was  no 
longer  able  to  work  she  obtained  a job  and  left  him  with  the 
children.  He  became  increasingly  unable  to  care  for  them  and  was 
easily  overwhelmed  by  their  needs,  occasionally  screaming  at 
them.  At  that  point,  he  was  placed  in  a day  hospital  program, 
the  children  in  a public  nursery/  and  he  continued  to  live  at 
home. 


He  had  transiently  stopped  driving;  but,  thanks  to  our  medi- 
cations, his  chorea  wasn't  quite  as  bad,  so  he  decided  that  he 
didn't  have  any  difficulty  and  resumed  driving  a vehicle,  against 
our  recommendations.  One  night  in  an  argument  he  pulled  a knife 
and  threatened  his  wife  with  it.  She  called  the  police,  and  he 
was  transiently  hospitalized.  Though  we  recommended  that  he  stay 
at  the  hospital,  he  and  his  wife  wanted  him  at  home  and  he  returned 
home.  Over  the  next  2 years  (one  of  which  was  the  year  that  I 
cared  for  him  starting  with  that  hospitalization)  there  were  a 
number  of  hospitalizations  for  similar  transient  problems.  With 
each  hospitalization  the  wife  decided  that  he  wasn't  "so  bad  yet" 
and  she  could  continue  to  live  with  the  problems  and  had  him 
return  home.  It  was  only  at  the  point  where  he  could  no  longer 
look  after  his  own  physical  needs  and  needed  her  at  home  through- 
out the  day  to  look  after  him  that  he  was  finally  hospitalized. 

The  wife  was  very  dedicated  in  taking  care  of  her  husband's 
need,  and  she  became  increasingly  overwhelmed  as  his  disease 
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progressed.  She  eventually  drove  1,000  miles  on  one  occasion  so 
that  they  could  participate  in  an  evangelical  healing  meeting. 

There,  a crowd  of  people  surrounded  the  patient  and  shouted  at 
him  that  if  could  express  all  of  his  angry  feelings  and  accept 
God,  he  would  be  cured.  At  one  time  she  was  referred  for  psychi- 
atric help,  but  the  psychiatric  helper  was  unaware  of  the  magnitude 
of  the  social  problems  they  were  facing  at  home  and  instead  started 
focusing  on  her  developmental  history,  at  which  point  she  termin- 
ated her  psychiatric  therapy.  After  the  husband  was  finally 
hospitalized,  the  wife  had  tremendous  guilt  feelings  about  abandon- 
ing him,  of  violating  her  marriage  vows,  and  feared  that  her 
children  would  be  angry  because  she  had  put  their  father  away. 

I recall  from  my  student  days  that  I had  a neighbor  in  an 
apartment  complex  where  I lived  who  was  a nursing  student.  One 
night  I found  her  drunk  and  crying  next  to  the  swimming  pool . I 
tried  to  comfort  her  and  asked  her  what  had  happened.  She 
continued  to  cry  and  told  me  that  her  father  had  had  Huntington's 
disease,  had  died  in  a state  hospital,  and  that  she  had  a 50-percent 
chance  of  developing  the  disease.  She  wondered  what  was  the  use 
of  her  pursuing  her  studies;  she  wondered  whether  she  could  ever 
have  children  and  whether  she  would  develop  the  disease.  Her 
roommates  later  told  me  that  she  got  drunk  every  weekend  night, 
faced  with  the  knowledge  of  her  risk. 

For  these  and  similar  reasons  I feel  that  both  the  spouse, 
the  children  and  the  patient  with  Huntington's  disease  deserve 
almost  equal  attention  because  of  the  disease.  A lot  of  people 
have  asked,  and  the  question  was  just  posed,  "What  is  the  use  of 
diagnosing  the  disease  early?"  I sometimes  have  this  feeling  with 
multiple  sclerosis.  I'm  never  in  a hurry  to  make  the  diagnosis  of 
multiple  sclerosis  because  I have  so  little  to  offer  the  patient. 

At  the  same  time,  when  a person  is  developing  a dementing  disease, 

I think  it's  crucial  that  the  family  be  worked  with  intensively 
to  help  them  see  the  person  not  as  becoming  mean,  irritable,  nasty 
or  depressed,  but  as  really  having  this  unfolding  of  personality 
changes  that  go  with  probable  substantive  brain,  chemical  and 
structural  changes . 

For  this  reason  I feel  that  it's  extremely  important  that  the 
family,  the  spouse  and  (as  in  the  case  of  your  children)  the 
girl  friends,  even  before  they're  married,  have  access  to  good 
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information  and  informed  counseling.  It's  not  when  they  inquire, 
it  should  be  as  soon  as  they  enter  into  the  relationship.  Some 
people  have  the  philosophy  that  "love  overcomes  all,"  and  other 
people,  I think,  would  be  reasonably  frightened  away  from  the 
person.  but  I think  that  people  should  know  what  they  are 
getting  into  at  the  time  they  form  the  relationship.  They  can't 
have  any  real  concept  of  the  meaning  of  it,  unfortunately,  until 
many  years  later,  when  they  will  probably  have  to  face  the  diffi- 
culties with  their  own  children. 

I wonder,  in  my  thinking  about  Huntington's  disease  and  other 
dementing  illnesses,  if  it's  possible  to  create  a special  social 
status,  something  like  a conservator  or  a guardianship  (but  not 
having  the  usual  legal  controls),  which  will  allow  a demented 
person  to  give  up  some  of  his  responsibility  and  decisionmaking 
capacity  in  an  irrevocable  way  so  that  he  cannot  undertake  bus- 
iness or  personal  ventures  without  discussing  them  and  which  will 
at  the  same  time  give  him  enough  freedom  to  live  in  the  community 
and  enjoy  the  abilities  and  the  assets  he  has. 

I wonder  also  if  the  community  mental  health  movement,  which 
has  developed  very  effectively  and  aggressively  over  the  last  few 
years,  can  in  some  way  have  the  opportunity  made  available  to 
send  a person  from  each  community  mental  health  center  into  special 
training  so  as  to  be  able  to  work  with  the  issue  of  genetic 
diseases,  to  work  with. the  issue  of  counseling  the  family  members, 
and  to  be  acquainted  with  the  available  resources  in  the 
community.  I know  there  are  a number  of  community  resource  cata- 
logues that  are  available,  and  I think  it  very  important  that  this 
be  integrated  somehow  in  the  community  mental  health  program  at 
a very  direct  level. 

I think  most  physicians  in  the  community  are  not  going  to  see 
a Huntington's  patient  in  their  lifetime- — or  may  see  one.  I think 
the  community  education  of  the  general  practice  physician  is  a 
task  which  is  interesting  and  is  nice  to  discuss,  but  I think  it's 
not  the  practical  answer  for  most  of  them.  The  practical  answer 
is  to  have  the  information  well  developed  and  well  organized  and 
to  be  able  to  readily  and  concisely  transmit  that  information  to 
those  people  that  find  they  have  a need  for  it,  especially  the 
developments  regarding  the  therapy  of  the  disease  (which  drugs 
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deserve  clinical  trials,  in  what  sequence  and  the  status  of  the 
various  tests  as  they  develop) . Thank  you  very  much. 

PRATT:  Thank  you.  Dr.  Rossin.  Questions? 

N.  V7EXLER:  Thank  you  for  your  initial  remarks.  I won't  say 

that  you're  unique,  but  I think  you're  particularly  sensitive,  so 
don't  take  these  questions  personally  as  a psychiatrist  and  a 
neurologist.  I'm  speaking  generally.  In  traveling  around,  one  of 
the  major  problems  we've  heard  about  is  the  problem  of  misdiagnosis 
Unfortunately,  since  there  are  psychiatric  problems  first  in  many 
instances,  the  patient  sees  a psychiatrist  first.  They  have  years 
of  electroshock  (which  particularly  might  be  even  more  deleterious, 
given  a brain  disease  with  cells  dying)  and  other  kinds  of  inap- 
propriate treatment.  I don't  think  we  know  what  the  impact  is. 

I'll  put  it  that  \N;ay. 

Again,  the  problem  seems  primarily  one  of  education  and 
partly  the  kind  of  territoriality  of  the  disciplines  betv;een 
psychiatry  and  neurology.  Those  people  studying  schizophrenia 
and  those  people  studying  organic  brain  disease  never  talk  to 
each  other.  Clearly,  both  are  brain  diseases;  clearly,  there  are 
neurochemical  bases  for  mental  disorders,  psychological  ramifica- 
tions of  physical  disorders,  and  all  the  rest.  The  problem  is, 
how  do  you  get  them  together? 

I think  your  background  is  really  quite  unusual,  considering 
the  kinds  of  courses  that  you've  taken.  Again,  there  seems  to  be 
a sort  of  motivational  problem  in  that  psychiatrists  are  not 
interested  in  dealing  by  and  large  with  organic  brain  diseases 
and  neurological  difficulties;  neurologists  get  overwhelmed  by 
the  psychiatric  phenomena  of  their  patients  and  don't  want  to 
handle  all  of  that  kind  of  flora  and  fauna.  How  do  you  get  it 
together?  How  do  you  have  training  programs  that  will  solve  this 
problem? 


DR.  ROSSIU:  You're  asking  for  the  story  of  my  life  [laughter] 

N.  WEXLER:  Tell  US  how  you  did  it;  maybe  we  can  translate 

it. 

DR.  ROSSIN:  It's  very  difficult,  and  there  are  a number  of 

reasons  why.  My  background  is  that  I did  my  psychiatry  in  a 
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lon»j-terni  VA  receiving  hospital  which  received  patients  who  were 
refractory  to  psychiatric  care  from  many  other  VA  hospitals.  This, 
in  a sense,  selected  out  those  patients  who  had  underlying  neuro- 
logical disease.  The  amount  of  Huntington's  (more  often.  Parkin- 
sonism, which  was  not  recognized;  frequently,  multiple  sclerosis; 
occasionally,  temporal  lobe  epilepsies;  occasionally,  porphyria; 
and  occasionally,  collagen  and  vascular  diseases)  that  we  saw  was 
truly  impressive,  but  we  were  in  a selected  patient  setting.  It 
was  this  experience  and  the  knowledge  that  these  people  had  been 
treated  by  "well-trained  and  skilled  psychiatrists"  (often  for 
years  before  the  underlying  nature  of  their  disease  was  recognized 
or  before  they  were  sent  to  another  center)  that  were  the  real 
trageaies  tnat  led  me  to  continue  my  training  in  neurology. 

As  a specialist  who's  trained  in  both  fields,  the  education, 
background  and  requirements  of  the  training  are  incredibly  differ- 
ent. There  is  a small  amount  of  neurology  that's  taught  within  a 
psychiatric  program;  in  some  neurological  programs  there  is  a 
small  amount  of  psychiatry.  For  the  most  part,  the  psychiatrists 
who  came  out  of  Europe  in  the  forties  v;ere  trained  in  both.  As 
Dr.  Rosenberg  has  emphasized  today — and  my  training  program 
completely  overv/helmed  me  with  it--most  of  the  diseases  and  most 
of  the  stuff  I was  learning  while  being  trained  in  neurology  was 
written  before  and  after  1950.  The  diseases  weren ' t described. 

When  I v/as  a medical  student  in  1971  the  biochemistry  of  these 
diseases  wasn't  known.  Now  we  have  long  pathways  and  in  each  one 
v;e  know  the  enzymes,  where  the  enzyme  defect  is  and  what  the 
disease  is.  In  the  last  5 years  since  I graduated  from,  medical 
school  the  advances  are  incredible. 

For  the  most  part,  the  psychiatrists  are  overwhelmed  by  this. 
It's  just  too  complicated.  On  the  other  hand,  the  neurologists 
become  very  concerned  with  their  aspects  of  the  disease  process 
and  their  approach.  It  takes  a certain  amount  of  seasoning  and  a 
tremendous  amount  of  experience  to  acquire  the  ability  to  deal 
with  the  psychological  problems  without  having  the  training. 

Some  people — as  Dr.  Rosenberg,  I think — do  it  intuitively,  but 
many  people  don't  acquire  that  ability.  The  literature  in  both 
fields  is  so  vast  that  you  cannot  assimilate  any  significant  seg- 
ment of  it  without  devoting  a major  portion  of  your  time  to 
reading . 
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GUTHRIE;  Of  course,  that's  the  reason  v;hy  using  Huntington's 
would  be  a marvelous  prototype,  because  it  combines  both,  in  terms 
of  educating  the  different  kinds  of  disciplines. 

ROSSIN:  Unfortunately,  I feel  that  every  neurological 

disease  does. 

GUTHRIE:  I happen  to  agree  with  that,  too. 

ROSSIN:  I think  the  family  of  the  patient  with  a seizure 

disorder,  the  family  of  the  patient  with  a stroke  or  with  aphasia, 
and  the  family  of  the  patient  with  multiple  sclerosis,  all  of  these 
people  are  at  very  real  risk  for  the  psychological  consequences  of 
having  a disabled  and  changing  family  member  whose  changes  they 
can't  comprehend.  Unless  they  can  be  helped  to  comprehend  these 
changes,  understand  and  accept  them  as  part  of  something  that's 
happening  to  the  person,  what  you  see  is  that  the  person  gets 
rejected  and  the  home  disintegrates.  As  a consequence,  the  person 
loses  the  resources  that  are  most  important  and  most  potentially 
stabilizing  to  him. 

N.  WEXLER:  Do  you  think,  perhaps,  that  there  needs  to  be 

some  kind  of  special  training  tract  within  psychiatry  or  psychology 
or  social  work  that  would  talk  about  the  psychological  responses  to 
physical  disease?  There  are  certain  kinds  of  things  that  one  can 
teach,  and  that  you  can  teach  within  other  larger  specialties. 

ROSSIN:  I often  wonder  if  you  can  even  teach  psychiatry 

[laughter] . 

N.  WEXLER:  That's  a totally  metaphysical  question. 

ROSSIN:  It's  a very  difficult  question;  right.  You  can't 

teach  sensitivity.  You  can  help  point  out  the  issues  when  they 
exist  and  where  they  occur.  I think  the  fields  of  psychiatry 
(just  looking  at  the  drug  therapies  of  depression,  mania  or 
schizophrenia  by  themselves,  let's  say)  have  gotten  so  large  that 
for  someone  to  achieve  excellence  in  those  areas  and  be  able  to 
do  that  and  do  it  adequately  is  quite  a job.  The  same  is  true  of 
neurology.  To  have  a real  grasp  of  neurology  is  quite  a task  in 
itself.  I think  it  will  only  be  those  people  who  have  those 
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sensitivities  that  v;ill  select  themselves  out  and  seek  it  out, 
and  the  reverse  probably  won't  happen. 

I think  people  should  be  aware  of  the  diseases,  aware  of 
the  resources.  As  it  has  already  become  very  obvious  in  listening 
to  the  communications  of  the  last  2 hours,  the  knowledge  about  the 
resources  is  just  not  adequately  disseminated.  There's  no  cata- 
logue in  the  library  that  I can  go  pick  up  that  says,  "Huntington's 
disease,"  and  which  lists  the  people  in  the  area  v/ho  have  the 
experience  and  the  agencies  which  will  work  with  the  disease. 

GUTHRIE:  You're  about  to  have  it,  we  hope. 

ROSSIN:  That  would  be  wonderful. 

PRATT:  Thank  you. 

LYNCH:  I have  a question,  and  I'm  not  quite  sure  how  to 

phrase  it.  Over  the  past  10  years  my  wife,  of  course,  started 
developing  psychiatric  and  emotional  problems  [inaudible] . She 
was  quite  paranoid,  but  I_  was  the  one  going  to  the  psychiatrist. 

ROSSIN:  I think  it's  very  appropriate.  He  has  a lot  that  he 

can  deal  with  with  you,  because  you've  got  a basically  good 
substrate. 

LYNCH:  I'll  also  say  this.  The  first  symptom.s  you  were 

describing  are  me.  I'm  forgetful  and  all  the  rest  of  them. 

ROSSIN:  So  am  I. 

LYNCH:  I tried  to  get  psychiatric  help  for  my  wife  after  she 

was  diagnosed  from  a psychiatrist  who  asked  her,  "Well,  you've  got 
Huntington's  disease.  How  do  you  feel  about  it?"  This  was  the 
question  that  was  posed  to  her  within  4 hours  of  the  verdict.  I 
tried  to  get  psychiatric  help  for  her  and  it  was  available  18 
months  away.  In  other  words,  there  was  no  one  that  could  help 
her  on  a short-term  basis.  I didn't  know  what  to  do. 

ROSSIN:  Unfortunately,  the  answer  is  that  you  have  to  find 

somebody  who  has  recently  gone  into  practice  and  is  hungry  for 
patients . 
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LYNCH;  I couldn't  even  find  that.  I asked  him  for  recom- 
mendations; someone,  anyone.  I'm  not  sure  that  I've  done  any  of 
the  right  things,  or  some  of  the  right  things,  or  what,  even  today. 
Had  my  wife  been  able  to  get  psychiatric  help,  I think  she  would 
still  be  at  home. 

ROSSIN:  Yes.  I think  the  uncertainty  that  the  family  members 

face  about  the  decisions  they  have  to  make  is  one  of  the  biggest 
reasons  I feel  very  strongly  that  there  should  be  an  organized, 
ongoing  program  for  the  families  who  have  people  with  neurological 
diseases.  Sometimes  I think  it's  more  important  to  help  people 
who  have  better  psychological  functioning  cope  than  it  is  to  spend 
a lot  of  time  trying  to  explain  to  someone  what  their  disease  is 
about  when  they  are  not  able  to  remember  things.  At  that  stage, 

I really  feel  that  helping  the  family  members  is  primary. 

PRATT:  Thank  you  so  much.  We'll  go  on  with  our  other 

witnesses.  Chary  Turner,  Ann  Slater  and  Dr.  Butler.  Unless 
there's  a terribly  urgent  question  from  the  audience,  would  you 
hold  them  and  ask  these  nice  people  individually?  We're  trying 
to  keep  to  our  schedule  so  that  we  can  go  on  and  have  lunch  and 
then  take  up  again. 

N.  WEXLER:  There  are  some  people  who  can  only  be  here  for 

the  time  that  they're  scheduled,  so  we  can't  push  their  schedules 
around  too  much. 

PRATT:  Chary,  how  about  going  first? 

TESTIMONY  OF 
CHARY  TURNER,  R.N.,  M.A. 

GENETIC  COUNSELOR 
DALLAS,  TEXAS 

TURNER:  I'm  Chary  Turner.  I'm  an  R.N.,  and  I also  have  some 

training  in  genetic  counseling.  I've  been  very  active  for  the  past 
year  in  the  Metroplex  Committee  to  Combat  Huntington's  Disease,  in 
the  organization  and  the  ongoing  process. 

I think  that  we've  covered  a broad  range  of  needs  and  a lot  of 
different  aspects  about  the  needs,  problems  and  recommendations  in 
Huntington's  disease.  I myself  have  four  different  viewpoints  to 
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represent.  Because  some  of  these  viewpoints  are  going  to  be 
covered,  I'm  just  going  to  deal  with  them  briefly.  I did  want  to 
cover  first  the  area  of  genetic  counseling  as  seen  from  my  per- 
spective, having  worked  in  depth  with  Huntingtonian  patients;  that 
is,  there  is  a large  amount  of  education  needed  about  H.D.,  the 
symptoms,  the  inheritance  and  the  prognosis.  We  need  assistance 
from  all  types  of  counselors  in  coping  with  the  emotions  of  anxiety, 
denial,  anger,  guilt,  et  cetera.  As  Dr.  Rossin  pointed  out,  quite 
frequently  these  are  different  in  manifestation  from  other  types  of 
diseases.  I'm  talking  about  neurological  deteriorations  versus 
other  diseases. 

We  also  need  assistance  with  financial  and  care  problems. 

This  is  not  just  in  the  realm  of  genetic  counseling,  of  course, 
but  other  types  of  counseling  come  into  this  area.  We  need  assis- 
tance in  identifying  and  obtaining  necessary  resources  for  medica- 
tion, therapy,  special  equipment  and  hospitalization.  We  need... 

...H.D.  patient  and  at  different  phases  of  his  deterioration. 
Some  of  the  possible  solutions  are  full-time,  paid  counselors  in 
large  communities.  A secondary  solution  might  be  an  information 
and  referral  service,  with  funds  available  for  utilization  of  the 
private  resources.  As  Mary  Lou  Armitage  was  saying,  so  frequently 
our  families  don't  qualify  for  Medicare  or  Social  Security. 

I want  to  briefly  discuss  some  of  the  things  that  I have  seen, 
and  that  some  of  the  other  R.N.'s  I've  talked  to  have  seen,  in 
different  areas  in  caring  for  H.D.  patients  from  the  perspective  of 
an  R.N.  There  are  numerous,  numerous  accounts  of  improper  diagno- 
sis, which  we've  already  heard,  and  inadequate  communication  with 
the  family  by  professionals.  There  are  many  misconceptions  on  the 
professional  level  regarding  the  inheritance,  etiology,  treatment 
and  diagnostic  tests,  as  has  been  brought  forth  today. 

V/e  have  many  inconsistent,  inadequate  and  erroneous  treatments 
being  performed  across  the  country  now.  There  is  a very  definite 
lack  of  sensitivity  regarding  the  total  family  who  may  be  coping 
with  behavioral  changes,  increased  dependency,  financial  burdens, 
et  cetera.  Again,  some  of  the  solutions  are  very  broad:  education 

of  professionals,  education  of  lay  groups  and  establishment  of 
supportive  services. 
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At  this  point  I want  to  bring  to  mind  that  one  of  the  people 
I've  just  met  this  morning,  Maxine  [Crumm] — sitting  right  there  in 
the  front  row — is  doing  a professional  paper  and  has  done  some 
work  with  inservice  [education]  in  a VA  hospital.  This  is  in- 
service  [education]  of  professionals  (the  R.N.'s,  L.V.N.'s  and 
nurses'  aides)  that  work  on  a unit  that  has  quite  a few  Hunting- 
tonian patients.  I asked  Maxine  this  morning  how  she  would  feel 
about  broadening  that  inservice  or  continuing  education  program 
to  encompass  these  Huntingtonian  families,  and  she  felt  that  it 
could  very  adequately  be  done.  She  felt  that  the  response  from 
the  people  she  had  instructed  was  good.  But,  again,  she  is  only 
one  person,  and  we  need  to  get  this  type  of  program  instigated  in 
all  the  VA  hospitals,  whereas  Maxine  was  only  allowed  to  work  on 
one  unit  heretofore. 

I want  to  spend  a lot  of  time  talking  about  my  relationship 
with  Huntington's  disease  in  relation  to  the  Metroplex  Committee 
to  Combat  Huntington's  Disease  because  I feel  that  this  is  where 
a lot  of  our  support  is  going  to  come  from.  We  have  so  much  ig- 
norance on  the  part  of  Huntingtonian  families  in  the  Metroplex 
area.  I've  cringed  over  and  over  again  as  I've  heard,  "But  I 
didn't  know  there  were  any  resources  available  in  the  community." 
Granted,  there  are  a small  number  of  us.  We  have  tried  desperately 
to  get  as  much  publicity  out  as  we  can,  but  the  need  is  just  over- 
whelming. If  we  could  put  an  article  in  the  paper  every  week — 
even  better,  every  day,  maybe  then  we  would  reach  all  of  the 
people  in  the  Metroplex  area.  However,  after  we've  reached  them 
and  made  them  aware  there  there  is  a service  in  the  community, 
then  we  have  to  be  able  to  reach  them  personally,  because  it's  not 
enough  to  reach  a person  through  a newspaper  article.  You  can't 
communicate  that  way.  You  can't  share  feelings;  you  can't  give 
the  support  that's  necessary.  Somehow  we  have  to  establish  a more 
intimate  relationship  with  all  of  the  people  in  the  Metroplex 
area.  I am  speaking  just  for  the  Metroplex  area  because  this  is 
an  overwhelming  task  for  us  at  this  point. 

We  need  to  reach  the  professionals  in  the  community  not  only 
by  our  articles  in  the  news  media,  but  also  by  knocking  on  doors 
and,  as  Marjorie  has  said,  by  having  each  one  of  cur  Huntingtonian 
families  get  in  contact  with  the  professionals  they  are  in  contact 
with  and  tell  them  about  Huntington's  disease. 
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We  need  to  be  aware  of  the  family  conflict  that  is  involved  in 
doin'j  volunteer  work  for  the  Metroplex  CCHD,  because  it  does  bring 
to  mind  sorrow,  guilt  feelings  and  a lot  of  anxiety  for  the  at- 
risk  persons,  and  understand  that  these  people  who  have  Huntington's 
disease  in  their  families  may  j^eed  to  back  off  at  times  and  at 
other  tines  may  be  able  to  help  us  much  more  than  we  even  expect. 

As  Dr.  Rossi n just  mentioned,  we  need  to  get  a catalogue  of 
the  resources  that  are  available  in  the  Metroplex  area.  We  have 
begun  working  to  this  end,  but  we've  got  a long  way  to  go. 

V.’e ' ve  identified  many  needs,  which  I've  just  gone  through. 

There  is  a tremendous  lack  of  funds  and  volunteers.  In  the 
‘letroplex  area  we  are  beginning  to  tap  our  friends  and  neighbors. 

In  talking  with  Majorie  last  night,  she  also  feels  that  this  is 
tile  way  we  need  to  go,  because  Huntingtonian  families  are  often 
so  overwhelmed  with  their  own  problems  that  they  cannot  be  a con- 
sistent help  in  volunteer  work. 

Some  of  the  things  that  we  as  a group  have  identified  this 
past  year  are  that  we  need — and  we're  working  on  establishing 
now--a  library  not  only  for  professionals,  but  also  for  the  lay 
public  in  the  Metroplex  area  that  we  can  go  to  and  read  articles, 
books  and  clippings  from  various  and  sundry  places  about  Hunting- 
ton's disease.  We  need  an  information  and  referral  center  that 
could  possibly  catalogue;  but,  more  practically,  v/ould  have  someone 
who  could  talk  to  people  that  call  in  and  say,  "What  facility  is 
most  appropriate  for  my  family  member?" 

We  desperately  need  counselors.  We  need  counselors  to  perform 
genetic  counseling  and  ongoing  counseling.  The  ongoing  counseling 
would  be  group,  family  and  individual  counseling. 

We  need  someone  to  contribute  financial  guidance  and  also 
financial  support.  Again,  this  is  where  we  run  into  the  problem 
of  inadequate  funding. 

We  need  a day  care  center  someplace  where  the  Huntingtonian 
family  can  receive  different  types  of  therapy  treatment;  speech 
therapy,  physical  therapy  and  (a  therapy  that  was  not  mentioned 
earlier)  occupational  therapy.  I'm  a firm  believer  that  people 
who  are  in  the  early  stages  of  Huntington's  disease  and  are  no 
longer  able  to  hold  a job  are  still  able  to  contribute  meaningfully 
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to  the  community.  These  people  need  to  be  made  aware  that  they 
can  contribute  so  as  to  continue  their  self-esteem. 

We  also  need  a liaison  person  to  work  with  insurance  companies. 
Social  Security,  Medicare,  Medicaid  amd  employers  that  have  Hunt- 
ingtonian patients  in  the  early  stages  still  employed.  We  will 
receive  testimony  a little  bit  later  from  someone  that  is  going 
through  this  particular  thing  right  now  and  has  a good  employer. 

Just  briefly,  the  fourth  category  that  I am  involved  in  is  as 
the  wife  of  a person  who  is  at  risk  for  H.D.,  so  I am  also  very  much 
in  tune  with  the  emotional  needs.  I just  applaud  Dr.  Ross in  again 
for  saying  that  the  children  and  the  spouses  of  patients  that  have 
H.D.  also  need  counseling  and  need  support.  The  H.D.  patient  will 
probably  be  much  better  cared  for  if  these  people,  the  immediate 
and  extended  families , can  be  involved  and  can  work  through  their 
feelings  about  having  an  H.D.  victim  in  the  family. 

Basically,  that  leads  us  back  to  what  the  goals  are  of  the 
organization  in  the  Metroplex  area.  They  are:  education  of  the 

Huntingtonian  patient,  education  of  his  family,  education  of 
friends  and  neighbors  and  education  of  the  professionals.  This 
is  a large  undertaking,  and  that's  the  first  goal,  our  primary 
goal . 


Our  second  goal--and  it  has  to  come  after  education — is 
supportive  services,  supportive  services  for  the  H.D.  family, 
supportive  services  for  the  H.D.  victim.  This  will  include 
emotional  support,  financial  support  and  referral  to  agencies 
that  can  also  help  us. 

Our  third  goal  is  support  for  research.  As  far  as  funds  are 
concerned,  we're  limited  in  supporting  research.  We  do  intend  to 
support  (and  have  supported)  research  as  far  as  encouraging  volun- 
teers and  letting  the  general  public,  professionals  and  Hunting- 
tonian families  know  what  is  available  with  regard  to  research 
and  what  our  needs  are  as  far  as  their  involvement  in  research  is 
concerned.  Thank  you,  and  thank  you  for  being  here  to  listen. 

PRATT;  Thank  you.  Questions? 

GUTHRIE:  I don't  have  any  questions,  but  I just  want  to  say 

that  the  purpose  of  this  Commission  is  to  provide  some  of  the 
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t.’iiru's  t.iat  you're  speaking  of  on  a national  scale,  with  the  help 
of  th'-*  Congress.  Perhaps  through  our  recommendations  to  the 
Lon<jress  we  will  be  able  to  help  you  do  the  kinds  of  things  you 
want  to  do  locally. 

PFtATT:  Nancy? 

N.  U'LXLER:  I thinJc  they  are  very  good  suggestions. 

iddVrT : Thank  you.  Ann,  will  you  go  next? 

TESTIMONY  OF 
ANM  M.  SLATER 
COORDINATOR 

GENETIC  SCREENING  AND  COUNSELING  SERVICE 
CENTRAL  TEXAS  PLANNED  PARENTHOOD  ASSOCIATION 

SLATER;  My  name  is  Ann  Slater.  I work  for  the  Central  Texas 
Planned  Parenthood  Association.  I'm  the  Coordinator  of  their 
Genetic  Screening  and  Counseling  Service.  I v/anted  to  talk  a 
little  bit  about  my  experience  with  Huntington's  disease  and 
families  affected  by  it. 

The  areas  of  need  associated  with  Huntington's  disease  I 
would  like  to  call  to  your  attention  are: 

1 . Proper  diagnosis 

2 . Availability  and  use  of  genetic  counseling  services 

3.  Availability  of  family  counseling 

4.  Availability  of  family  planning  services 

The  first  area  of  need  I have  seen  in  dealing  with  individuals 
affected  by  Huntington's  disease  is  for  proper  diagnosis.  An 
example:  In  our  community,  a young  physician  who  had  recently 

joined  an  established  practice  examined  a man  whom  the  other 
physicians  in  the  practice  had  diagnosed  as  an  alcoholic.  After 
talking  with  the  patient  and  his  wife,  the  physician  became  suspi- 
cious of  the  diagnosis.  After  some  testing,  it  was  determined  that 
this  man  had  Huntington's  disease.  The  physician  talked  with  the 
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patient  and  his  wife  about  Huntington's  disease  and  encouraged  them 
to  come  to  our  program  for  genetic  counseling.  Although  this  couple 
was  not  planning  to  have  additional  children,  they  already  had  three 
children  either  of  childbearing  age  or  close  to  that  age.  The  wife 
of  the  patient  refused  to  talk  with  their  children  about  Hunting- 
ton's disease  or  to  consider  genetic  counseling. 

Another  example  of  problems  associated  with  the  diagnosis  of 
Huntington's  disease  involved  an  18-year-old  woman  who  came  to  our 
program  requesting  genetic  counseling.  She  had  a sister  in  a state 
school  with  a diagnosis  of  Down's  syndrome.  The  mother  in  this 
family  was  in  a nursing  home.  Upon  obtaining  medical  records,  it 
was  discovered  that  a local  neurologist,  after  seeing  the  mother 
briefly  on  one  occasion,  had  suspected  Huntington's  disease  as  a 
possible  diagnosis  for  the  mother's  problems.  The  father  of  the 
family  would  not  allow  any  further  examination  or  testing  to  be 
done  on  the  mother  to  confirm  the  possibility  of  Huntington's 
disease. 

Both  of  these  examples  show  another  problem  area  I have  seen 
associated  with  Huntington's  disease.  Families  affected  by  Hunt- 
ington's disease  are  sometimes  fearful  of  genetic  counseling.  In 
both  of  these  families,  the  treatment  of  the  affected  individual 
was  the  important  factor.  Any  information  concerning  recurrence 
of  Huntington's  disease  in  other  family  members  was  too  threaten- 
ing for  these  families. 

The  last  area  of  need  I would  like  to  call  to  your  attention 
is  that  of  contraception  available  to  family  members  affected  by 
Huntington's  disease.  We  do  not  have  the  perfect  method  of  con- 
traception yet  available.  The  birth  control  pill  at  one  time  was 
viewed  as  the  ultimate  method  of  contraception.  It  still  is  the 
most  effective  method  available,  but  we  now  know  that  many  women 
cannot  use  the  birth  control  pill.  There  are  many  more  contra- 
indications associated  with  the  birth  control  pill  than  physicians 
had  originally  thought. 

There  is  also  the  element  of  human  error  associated  with  the 
birth  control  pill.  An  example  involves  a young  woman  whose  hus- 
band's family  was  affected  by  Huntington's  disease.  This  young 
woman  was  using  the  birth  control  pill.  She  missed  some  pills  and 
became  pregnant.  This  couple  now  faced  a pregnancy  that  presented 
several  problems,  not  the  least  of  which  was  the  possibility  of  the 
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recurrence  of  Huntington's  disease.  The  couple  decided  to  termin- 
ate the  pregnancy.  After  her  abortion,  this  young  woman  decided  to 
try  an  intrauterine  device,  the  second  most  effective  method  of 
contraception  after  the  birth  control  pill.  She  experienced  a lot 
of  difficulty  with  the  lUD.  Most  physicians  have  found  that  nullip- 
arous  patients  have  more  problems  with  the  lUD.  A woman  who  has 
not  had  a child  naturally  has  a smaller  uterus  and  thus  she  exper- 
iences more  problems  with  the  lUD. 

These  are  some  of  the  needs  and  problems  I have  seen  associated 
with  families  affected  by  Huntington's  disease.  In  the  area  of 
the  diagnosis  of  Huntington's  disease,  perhaps  seminars  and  journal 
articles  on  Huntington's  disease  would  be  helpful  in  making  physi- 
cians currently  in  practice  more  aware  of  the  disease.  Medical 
schools  should  be  encouraged  to  include  genetic  diseases  in  their 
curriculums,  not  as  an  elective,  but  as  a required  course. 

The  fear  of  genetic  counseling  is  difficult  to  address. 

Perhaps  if  families  affected  by  Huntington's  disease  could  become 
acquainted  with  each  other  and  their  common  problems,  their  mutual 
support  could  help  deal  with  their  fear.  Also,  more  public  knowl- 
edge concerning  what  is  involved  in  genetic  counseling  might  help 
to  alleviate  some  of  the  threats  often  associated  with  this 
counseling. 

Research  is  needed  to  find  a more  reliable,  safer  method  of 
birth  control  which  can  be  made  available  to  families  affected  by 
Huntington's  disease. 
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I know  that  throughout  these  hearings  we've  talked  about  research 
associated  with  Huntington's  disease,  and  that's  a very  vital 
issue  that  we  must  deal  with.  But  I think  the  Commission  could 
also  support  research  in  the  area  of  family  planning. 

PRATT:  Thank  you,  Ann.  Questions? 

N.  WEXLER:  Could  you  tell  me  about  the  genetic  service 

that's  part  of  Planned  Parenthood?  You  are  the  first  Planned 
Parenthood  group  I've  heard  of  that  has  a genetic  service. 

SLATER:  We're  the  only  one  right  now.  We're  hoping  that 

other  family  planning  agencies  and  Planned  Parenthood  groups  will 
become  involved  in  this,  too,  because  it's  very  natural  for  people 
to  consider  genetic  problems  as  well  in  dealing  with  family 
planning. 

N.  WEXLER:  The  reason  that  I'm  so  struck  by  it  is  that 

Ruth  [Bereen] , from  the  National  Genetics  Foundation,  had  approached 

Planned  Parenthood  a number  of  years  ago  about  trying  to  integrate 
genetics  into  primary  care  and  not  have  it  always  be  some  remote 
specialist,  and  talked  with  them  about  having  a genetic  counselor 
in  every  Planned  Parenthood  office,  which  seemed  the  natural  way 
to  go,  and  they  were  not  receptive. 

SLATER:  I think  the  reason  they  were  hesitant  at  that  time 

was  because  you  need  to  have  a geneticist  to  back  you  up,  to  make 
sure  that  the  diagnosis  is  correct;  you  need  to  have  very  expensive 
laboratory  testing  available  to  you.  All  these  kinds  of  resources 
aren't  available  in  most  communities  where  Planned  Parenthood  is. 
They're  very  expensive  also,  and  a lot  of  Planned  Parenthoods 
can't  afford  that  kind  of  program. 

N.  WEXLER:  How  does  your  system  work? 

SLATER:  We  have  a contract  with  the  Genetic  Screening  and 

Counseling  Service  of  Texas.  (I  think  you're  going  to  hear  from 
someone  this  afternoon  from  that  service.)  We  pay  them  to  come  to 
our  agency  and  talk  with  families.  We  have  a medical  geneticist, 
a registered  nurse  and  a social  worker  on  that  team  of  specialists, 
and  they're  backed  up  by  a cytogenetics  laboratory.  My  role  is  to 
be  in  the  community  to  find  the  families  who  have  needs,  to  take 
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referrals  from  physicians  and  other  agencies,  to  get  all  of  the 
background  data  (family  history,  medical  records) , set  up  an 
appointment  with  the  genetics  team,  and  the  physician  examines 
the  patient  and  talks  with  them.  We  would  then  do  some  type  of 
testing  perhaps,  or  maybe  we  would  already  be  able  to  tell  the 
family  the  recurrence  risks,  and  we  would  try  to  help  them  deal 
with  the  problems  and  make  sure  that  they  are  av/are  of  the  fact 
that  many  times  one  of  the  biggest  problems  with  genetic  diseases 
is  that  they  are  permanent. 

GUTHRIE:  I wanted  to  ask,  if  you  did  that,  would  there  be  a 

followup  service,  then,  over  a period  of  time? 

SLATER:  Yes.  I'm  in  the  community  all  the  time  and  follow 

up  with  the  families  over  a period  of  time.  I call  and  check  with 
them,  and  I'm  available  for  them  to  call  me  and  talk  to  me  when 
they  have  problems.  If  they  want  to  talk  with  the  geneticist 
again,  I can  set  up  an  appointment  for  them  to  see  him.  The 
genetics  team  only  comes  once  a month,  but  I'm  there  all  the  time. 
I had  to  be  trained  by  the  Genetic  Service.  I was  a social 
worker,  and  they  had  to  train  me  to  be  able  to  deal  with  genetic 
problems . 

N.  WEXLER:  Does  a person  have  to  know  that  they  have  a 

genetic  disease  in  their  family  in  order  to  get  to  you?  Let's 
say  that  a woman  walks  into  Planned  Parenthood  and  she  wants  birth 
control  information.  Through  a really  detailed,  routine  family 
history  that's  given  to  every  single  person  that  walks  in,  is 
there  any  way  that  somebody  might  suspect  that  there ' s a genetic 
disease  and  refer  the  person  to  you? 

SLATER:  Yes.  We  do  a pretty  detailed  family  history  on 

every  family  planning  patient  that  comes  to  us  for  services. 

It's  not  as  detailed  as  it  might  be,  but  it's  fairly  detailed. 

Any  problem  with  multiple  miscarriages,  stillbirths,  any  family 
history  of  genetic  problems  are  always  referred  to  me,  and  I would 
then  talk  with  the  individual  about  that, 

GUTHRIE:  I didn't  understand.  Is  this  Genetic  Screening 

and  Counseling  Service  a part  of  the  State  service,  or  is  it  a 
private  foundation  or  Federal  agency?  What  is  it? 
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SLATER;  It  started  out  by  being  funded  by  the  Moody 
Foundation  as  a kind  of  a pilot  project,  and  then  the  State 
legislature  funded  it  last  year.  It's  under  the  Department  of 
MHMR. 


PRATT;  What's  the  budget  for  that? 

SLATER;  You  need  to  talk  about  their  budget  with  the  lady 
who's  going  to  testify  this  afternoon. 

N.  WEXLER;  Who  had  to  give  you  the  training?  That  group? 

Was  it  inservice  training? 

SLATER;  Yes.  The  geneticist,  the  social  worker  and  the 
nurse  were  all  involved  in  my  training.  I have  gone  to  several 
conferences,  workshops  and  followup  kinds  of  things.  Chary 
Turner  was  the  nurse  on  my  genetics  team  and  helped  train  me. 

PRATT;  Thank  you.  Dr.  Butler? 

TESTIMONY  OF 
IAN  BUTLER,  M.D. 

ASSOCIATE  PROFESSOR  OF  NEUROLOGY 
UNIVERSITY  OF  TEXAS  MEDICAL  CENTER 

BUTLER;  I'm  Ian  Butler,  from  Houston.  I'm  in  the  University 
of  Texas,  and  I work  as  a physician,  dealing  with  pediatric 
neurology-type  disorders.  I have  a long-time  interest  in  genetic 
neurologic  disorders. 

I would  like  to  take  this  opportunity  to  again  congratulate 
the  panel  and  wish  them  a lot  of  luck  and  good  judgment  in  their 
approach  to  Congress.  As  you've  probably  gathered  by  this  stage, 

I don't  come  from  this  country,  but  I come  from  an  area  where 
there  was  a distinct  lack  of  research  in  the  neurologic  area. 

I would  like  to  say  how  much  I appreciate  the  American  ideal  of 
going  to  the  government  with  a problem  that's  very  evident  to 
them.  I wish  them  luck  and  judgment. 

I would  like  to  give  somewhat  of  an  overview  of  some  of  the 
things  that  have  crossed  my  mind  this  morning  and  part  of  my 
planned  statement.  One  of  the  terms  that's  come  up  is  the  term 
"prototype."*  I guess  the  first  time  I heard  this  was  in  reference 
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to  a car  which  took  off  very  fast — in  fact,  it  was  going  for  the 
world  record — and  kept  going  and  going  and  had  no  backup.  I 
would  like  to  see  Huntington's,  if  you  like,  the  first  among 
equals,  but  I think  it's  important  that  this  not  go  as  an  isolated 
thing;  that  you  maybe  consider  the  role  of  other  degenerative 
diseases.  I think  the  research  aspects  of  this  will  also  be 
important.  I would  just  like  to  make  that  comment  about  proto- 
type diseases.  I've  seen  the  problem,  for  example,  in  phenyl- 
ketonuria, where  again  a prototype-type  disorder  needs  the  back- 
up of  other  groups.  I think  we've  seen  the  same  thing  with 
muscular  dystrophy,  which  is  now  very  much  involved  in  a much 
wider  spectrum  of  muscle  diseases  because  I think  they  all  have 
a role. 

I would  also  like  to  make  another  point.  It's  sort  of  a 
negative-positive  point.  One  of  the  things  I've  noticed  with 
genetic  diseases  is  that  as  soon  as  you  get  a treatment,  a lot 
of  research  stops  in  that  area.  This  has  been  true  of  epilepsy, 
and  it's  been  somewhat  true  of  Parkinson's  disease.  Because  there 
is  no  good  treatment,  I would  say  at  this  point  that  this  has  been 
a strong  stimulus,  I think,  for  the  profession  and  also  for  the 
lay  groups  that  are  connected  with  this  disorder. 

Let  me  get  on  with  my  planned  statement.  I just  wanted  to 
talk  about  a few  matters,  one  of  which  I call  the  "respectability 
of  disease."  One  of  the  difficulties  I have  as  a physician  is 
dealing  with  unknown  problems.  I think  most  of  us  went  into 
medicine  for  various  reasons,  but  also  because  we're  a practical 
type  of  people  and  we  like  to  have  something  to  deal  with.  With 
Huntington's  disease,  remembering  back  to  the  first  time  that  I 
saw  this  type  of  condition,  there  was  very  little  to  be  done;  for 
this  reason,  there  was  a lack  of  interest.  I think  now  you  have  a 
unique  opportunity  to  really  push  the  aspect  of  this  being  a 
disease  because  of  the  big  breakthroughs  that  have  been  made  in 
research.  It's  a dementing  disease,  but  it's  not  a dementia  in 
that  sense.  There  is  more  to  it  than  that.  You  now  have  a handle 
on  this.  You  can  push  the  fact  that  we're  dealing  very  much  with 
a disease  that  physicians,  neurologists  and  biochemists  can  say, 
"That  pertains  to  me."  We're  not  just  dealing  with  a degenerative 
disease  as  being  part  of  the  problem.  I think  the  respectability 
of  a disease  is  very  important  in  its  lifetime,  in  its  growth. 
We've  seen  this  in  various  disorders,  particularly  those  that 
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pertain  to  the  nervous  system,  because  of  the  unknown  and  the  fact 
that  we're  dealing  with  something  that  involves  our  very  unique- 
ness, our  mind,  if  you  like. 

The  next  aspect  that  I wanted  to  briefly  touch  upon  is 
dealing  with  patients  and  particularly  those  at  risk.  As  we've 
heard,  being  a dominant  disease,  Huntington's  is  a rather  unique 
disease,  but  it's  also  a well-defined  disease.  One  of  the  diffi- 
culties that  we  have  both  in  neurology  and  psychiatry  in  particular 
is  dealing  with  a well-defined  disease.  Here  we  have  a reasonably 
well-defined  disease.  Dealing  with  at-risk  patients  is  a very 
distinctive  opportunity  for  psychiatrists  to  get  involved  with  the 
stress  of  being  told  that  you're  at  risk,  which  was  mentioned  this 
morning  by  one  of  the  Commissioners.  It's  a unique  sort  of  thing. 
Here  we  have  a pinpointed  problem.  You're  at  risk  for  a disease 
about  which  we  know  we  have  a family  setting  that  we  can  study. 

The  effect  of  this  type  of  stress  on  a population  that  is  rela- 
tively accessible  and  is  willing  to  cooperate  in  this  sort  of 
project  is  a rather  interesting  problem  that  I think  could  be 
addressed  by  psychiatrists  and  has  many  ramifications  outside  of 
Huntington's  disease. 

I wanted  to  briefly  touch  on  a manifestation  that  was 
mentioned  by  Dr.  Rosenberg.  I had  qualms  about  this,  but  having 
heard  him  talk  I thought  that  at  least  I was  in  good  company. 

I've  talked  with  some  of  my  friends  in  genetics  about  this,  and 
what  I wanted  to  briefly  mention  is  the  heterozygote  state;  in 
other  words,  what  we're  talking  about  here  is  a dominant  disease 
that  passes  on.  We've  all  been  rather  scared  about  this.  As  a 
pediatrician,  I was  brought  up  on  biochemical  genetic  diseases. 

One  of  the  things  that  used  to  sort  of  distress  me  was  the  lack  of 
knowledge  and  interest  in  the  heterozygote  state  (namely,  the 
dominant  state).  We  were  fortunate  enough  to  be  involved  in 
looking  at  a disease  that  was  unique  at  that  time  (it's  now  a 
little  less  so) . This  was  a biochemical  disorder.  One  of  the 
things  that  struck  me  about  this  was  that  we  were  able  to  take 
unaffected  fibroblasts  from  the  parents  and  show  that  under  certain 
stress  conditions  fibroblasts  from  a normal  person  died  much 
more  quickly  than  would  be  expected.  (I  was  fascinated  this 
morning  to  hear  more  about  some  of  the  fibroblast  data  that's 
going  on.)  Although  I don't  put  this  up  as  a model,  to  me  it's 
an  interesting  system  to  look  at.  Here  we  have  a heterozygote 
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state  that,  with  some  other  influence — and  we  don't  know  what 
those  influences  are  in  Huntington's  or  other  dominant  diseases. 
Here  we  can  define  a stimulus  and  show  that  there  was  in  fact  a 
rapid  degeneration  of  fibroblasts  in  this  situation.  I think 
that's  the  sort  of  thing  I would  like  to  emphasize  to  you,  going 
along  with  Dr.  Rosenberg.  It's  sticking  our  necks  out  a little 
bit,  but  I think  we  need  to  do  that  to  a degree  within  the  bounds 
of  the  scientific  limitations  we  have. 

The  fourth  thing  I would  like  to  say  has  not  really  been  said 
this  morning  and  has  to  do  with  the  role  of  lay  organizations  in 
this  sort  of  thing.  I have  been  somewhat  involved  myself.  I've 
been  impressed  with  their  role  of  getting  things  across  to  both 
the  local  and  government  sort  of  situations.  As  I mentioned,  we've 
seen  this  with  other  organizations,  the  dystrophy  foundations,  and 
so  on.  I think  they  have  a very  important  part  because  they  act 
as  a catalyst  (something  I'm  always  involved  with  in  enzymatic 
reactions) , where  they  have  an  important  role  in  getting  things 
going.  As  mentioned  here,  it  may  be  up  to  the  state  to  take  it 
further.  I would  like  to  make  that  comment  because  it  has  not 
been  made  this  morning.  Thank  you  very  much. 

PRATT:  Thank  you.  Dr.  Butler.  Questions. 

GUTHRIE:  I want  to  ask  you,  what  is  your  greatest  problem 

in  the  work  that  you  are  doing? 

BUTLER:  One  of  the  problems  specific  to  Huntington's 

disease  was  getting  patients,  but  that's  been  solved.  I could 
be  trite  and  say,  "money." 

GUTHRIE:  Say  it.  That's  what  the  mikes  are  here  for. 

BUTLER:  That  is  also  a problem. 

PRATT:  What's  your  problem  about  that?  You  need  more? 

BUTLER:  I think  we  all  do,  but  I think  there  are  other  thinas 
as  well.  Somebody  has  mentioned  the  question  of  sensitivity.  I 
think  that  this  is  also  important,  to  get  people  involved  with 
this  disease.  I haven't  really  answered  the  question. 
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PRATT:  Thank  you.  We  have  one  more  slated  before  we  break 

for  lunch.  Shall  we  hear  that  gentleman,  Robert  Eddie.  Would  you 
come  up  and  give  us  your  testimony,  please,  then  we'll  break. 

Thank  you  so  much  for  coming  and  giving  us  your  testimony. 

TESTIMONY  OF 
ROBERT  F.  EDDIE 
GRAND  PRAIRIE,  TEXAS 

EDDIE:  I'm  kind  of  a lay  person  in  terms  of  this  thing.  I'm 

not  a professional  or  a doctor  or  a nurse.  I'm  at  risk  for  Hunt- 
ington's disease,  and  I think  it  might  go  a little  bit  further  than 
being  at  risk  now.  I'm  scared  to  death  I've  got  it,  and  there's 
nothing  I can  do  about  it.  I can  only  speak  in  terms  of  what  my 
present  problems  are,  not  so  much  in  the  past.  I don't  know  what's 
coming  up,  so  I'll  just  talk  about  what  the  present  problems  are. 

I'm  worried  about  job  security,  among  other  things.  I have 
a very  good  job.  I work  for  Braniff  International,  and  I make 
about  $1,400  a month.  If  I lost  that  job,  I really  don't  know 
what  I'd  do.  I've  had  problems  with  people  harassing  me  on  the 
job,  accusing  me  of  being  drunk  or  being  hopped  up  on  pills,  or 
something  like  that.  If  you  see  somebody  walking  down  the  side- 
walk and  they  appear  to  be  drunk,  I guess  it's  kind  of  natural  to 
accuse  them  of  some  things  from  time  to  time.  I've  known  most  of 
these  people  and  worked  with  them  for  10  years.  How  do  I tell 
them  that  I'm  not  drunk  and  I'm  not  hopped  up  on  pills,  but  I've 
got  other  problems? 

I've  worried  about  this  job  security  to  the  point  that  I had 
to  ask  for  a ladder  job,  so  to  speak,  an  easier  job,  something 
that  I could  keep  up  with  better.  I asked  my  lead  man,  who  wears 
the  same  uniform  I do . He  gets  paid  $45  a month  for  being  lead 
man  that  I don't... 

...a  lot  easier.  Within  the  week,  some  way  or  other  it  got 
around  to  management,  and  the  management  took  me  off  that  job  and 
put  me  on  another  job  that  was  even  yet  easier.  They're  cooper- 
ating, they're  helping;  but  like  management  is  sometimes  you  don't 
know  how  far  to  trust  them.  I'm  in  the  union,  the  Teamsters  Union. 
The  management  and  the  union  are  always  pulling  apart.  I'm  at 
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risk  and  my  job  security  is  at  risk,  too,  so  who  knows  which  way 
It's  going  to  go  and  how  long  it's  going  to  last? 

I've  been  thinking  about,  in  terms  of  job  security,  what  am  I 
going  to  do  in  the  future?  VJhat  way  have  I got  to  go?  I'm 
married.  I have  no  children.  My  marriage  is  literally  falling 
apart  because  of  many  things,  I guess,  my  personality  changes. 

I know  I've  done  things  in  the  past.  I've  said  things  that  I 
shouldn't  have  said;  I've  done  things  that  I shouldn't  have  done. 

My  marriage,  consequently,  is  on  the  blink.  I'm  facing  a separa- 
tion pretty  soon--I  don't  know,  maybe  June,  I have  no  one  to  turn 
to.  My  stepmother  is  72  years  old,  and  my  father  is  73  years  old, 
so  I can't  go  home.  My  wife  said  she'll  stand  by  me.  I believe 
she  will.  She  said  she'll  stand  by  me,  but  we'll  be  living  in 
two  separate  households  and  so  I've  got  to  make  it  on  my  own  as 
long  as  I can.  I don't  know  how  long  that's  going  to  be. 

Other  than  my  job  security  and  my  marital  problems,  this 
personality  change,  I think,  has  affected  everything  I do . I 
have  no  problem  with  the  people  I work  with;  I have  all  my 
problems  at  home,  all  of  them.  As  far  as  this  personality  change, 
everything's  at  home.  I don't  have  any  problem  with  the  people  I 
work  with.  In  one  ear  and  out  the  other.  I just  ignore  everything. 
But  at  home  I can't  ignore  things.  I just  get  right  into  the 
middle  of  it  and  worse  comes  to  worst  nearly  every  time,  I guess. 

I've  thought  of  things  like  what  I should  do  in  the  future, 
how  I should  prepare  for  what's  coming  up,  like  Social  Security, 
for  example,  and  medical  retirement.  It's  com.ing  up.  I don't 
know  when  it's  coming  up.  I don't  know  how  I'm  going  to  go  about 
doing  it,  but  I've  made  a list  of  things  I've  got  to  check  into, 
like  long-time  and  short-time  disability  on  my  insurance  (I've 
got  both).  My  long-time  disability  insurance  pays  real  well.  It 
pays  half  my  gross  income,  so  I'm  looking  at  probably  making  as 
much--without  the  taxes  being  taken  out,  and  so  forth — probably 
making  almost  as  much  as  I'm  making  right  now.  I don't  know  all 
the  details  as  to  what  I would  do,  how  I would  get  something  like 
this  started,  but  I've  got  some  people  that  are  kind  of  helping  me 
out  legally. 

My  manager,  last  week  (after  I'd  been  working  on  this  new  job 
a week) , he  went  down  to  one  of  my  supervisors  and  said,  "Say, 
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how's  Eddie  making  out?  How's  he  doing?"  I was  told  last  night 
that  the  supervisor  I was  working  under  said  that  he  wished  he 
had  two  men  just  like  me.  I'm  doing  my  job.  I can  do  my  job. 

I've  been  there  two  years  and  I know  what  to  do.  But  I'm  being 
weighed;  they're  weighing  me,  like  on  a scale,  between  me  and 
everybody  else  that's  superior  to  me.  It's  kind  of  hard  sometimes. 
I don't  know  which  way  to  go,  really. 

I'm  from  a family  that's  had  Huntington's  disease  for  six 
generations  that  we  know  of.  My  great-great-grandfather  was  a 

doctor;  he's  deceased,  of  course,  from  Huntington's  disease.  My 
mother  was  one  of  six  brothers  and  sisters,  five  of  which  are 
deceased  from  Huntington's  disease.  I have  one  living  aunt  that 
has  no  signs.  She  is  showing  no  symptoms  of  Huntington's 
disease.  My  only  brother  has  passed  away  from  Huntington's 
disease.  My  mother  died  of  Huntington's  disease.  My  grandmother, 
on  my  mother's  side,  had  Huntington's  disease.  She  was  one  of  10 
children,  I think,  6 of  which  had  Huntington's  disease  and  passed 
away  from  Huntington's  disease.  The  family  tree  goes  back  a long 
way,  of  course  (I'm  talking  about  my  mother's  bloodline,  my  blood- 
line) . I think  I counted  at  one  time  in  that  family  tree  68  known 
deaths  from  Huntington's  disease,  and  that's  just  on  one  side  of 
the  tree,  on  my  mother's  bloodline.  It's  hard. 

My  brother  was  in  Denton  State  School.  It's  not  a home. 

They  take  in  people  of  all  ages,  suffering  from  many  different 
things.  When  my  brother  Ronnie  went  there,  he  was,  I think,  17  or 
18  years  old.  They  really  didn't  know  exactly  what  the  problem 
was,  I guess,  at  that  time.  But  as  the  symptoms  in  Huntington's 
disease  developed  and  worsened,  eventually  the  worst  came  about. 
Through  Denton  State  School  I myself  found  out  that  I'm  at  risk, 
too.  I'm  in  the  same  bloodline  my  brother  is,  and  I'm  at  risk, 
too.  It  all  comes  right  down  to  a 50-50  chance,  and  that  50-50 
is  not  looking  too  good  right  now. 

I've  taken  kind  of  a personal  attitude.  Every  day  I go  to 
work  I'm  asked,  "How  are  you  doing?  Got  any  complaints?"  It 
doesn't  do  any  good  to  complain.  The  only  thing  you  can  do  is 
live  with  it  and  make  do  the  best  you  can.  I think  that's  the 
only  attitude  I can  have  now.  I'm  scared  to  death,  but  what  can 
I do? 
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GUTHRIE:  Can  I tell  you  how  much  I admire  you?  I saw  you  a 

little  over  a year  ago.  I think  you're  a marvelous  example  of  a 
good  person  and  a human  being.  When  you  say  they're  asking  you 
questions,  they  don't  ask  every  other  person  who  works  in  the 
plant  who  might  have  cancer  or  something  else  how  they're  feeling. 
They  don't  think  about  that.  They  don't  realize  that  what  they're 
doing  is  putting  pressure  on  you  that  doesn't  belong  there.  I just 
think  you're  wonderful  for  doing  something  that  I've  been  saying 
all  over  the  country:  If  you  recognize  that  you  have  a handicap 

and  you  can't  do  everything  that  you  did  before,  but  you  can  still 
do  something,  you  want  to  do  that  something. 

I heard  a man  in  one  hearing  speak  about  the  fact  that  he  has 
Huntington's  today  and  he  can  paint  a wall — he's  really  good  at 
big  things--but  he  can't  take  out  the  little  screws  that  hold  the 
electric  plates.  He  said,  "If  someone  would  just  take  off  the 
plate,  I could  do  a great  job.  I really  am  good  at  this.  Let  me 
do  that."  You're  showing  that  you're  not  going  to  let  everybody 
get  you  down.  I know  it's  tough,  but  you're  not  alone.  You  do 
have  Chary  sitting  there  right  next  to  you,  and  I know  why.  You 
have  a lot  of  people  here  who  care.  We  are  working  desperately 
for  good  treatment,  and  we  need  you.  The  thing  I would  like  even 
the  audience  to  recognize  is  how  this  man,  not  knowing  what  the 
future  holds,  is  trying  to  make  the  most  out  of  today.  The  truth 
is,  you're  no  different  than  anybody  else  sitting  in  this  room. 

None  of  us  know  what's  going  to  happen  to  us.  The  fears  are 
there;  right  I But  we  all  have  the  fears,  too,  and  you  can't  let 
it  get  you  down. 

EDDIE:  That's  true.  Through  my  association  with  the 

Committee  to  Combat  Huntington's  Disease,  I have  met  people  on  a 
personal  basis,  through  phone  calls  and  what  have  you.  I've  met 
six  people  in  the  Metroplex  area  (Fort  Worth,  Irving,  Grand 
Prairie,  Dallas)  that  have  Huntington's  disease  in  their  families, 
and  each  of  them  has  a problem;  every  one  of  them  is  worse  than 
the  other  one.  Every  one  of  them  has  an  advanced  H.D.  patient 
in  the  family  that's  in  a nursing  home  and  bedfast.  They  have 
financial  problems. 

One  man  in  Fort  Worth  put  his  wife  in  a nursing  home  about 
6,  8 months  ago.  There  was  just  the  two  of  them  at  home.  I don't 
know  how  many  married  children  they  have,  but  there  was  just  the 
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two  of  them  at  home.  He  had  to  put  her  in  a nursing  home  because 
he  couldn't  stay  home  and  take  care  of  her.  There  was  nothing 
ever  said  to  him  about  the  bills,  who  was  going  to  pay  for  the 
nursing  home.  His  wife  was  getting  SSI  Medicaid  from  Social 
Security,  and  he  assumed  that  the  SSI  was  going  to  take  care  of  it. 
He  got  a bill,  after  she'd  been  there  6 months,  for  $2,000.  He 
liked  to  come  unglued.  He  didn't  know  which  way  to  go.  He  went 
to  Senator  Oscar  [Massie]  and  Congressman  Jim  Wright  in  Forth  Worth 
, and  said,  "I've  got  a problem  and  I don't  know  how  to  cope  with 
it."  They  kind  of  reviewed  the  State  laws  and  went  through  them. 
They  found  where  something  had  been  overlooked.  They  got  with 
Welfare  through  the  State  aid  for  the  nursing  home.  The  bill  was 
paid  by  the  State,  and  from  then  on  they  paid  it.  They're  working, 
of  course,  through  the  State.  They're  State  senators  and  congress- 
men. 

N.  WEXLER:  Mr.  Eddie,  did  you  know  that  there  is  also  a 
Federal  law  that  might  help  you  in  your  job?  It  tries  to  make 
sure  that  people  with  any  kind  of  handicap  or  condition  are  kept 
on  in  employment.  Employers  have  to  find  you  lighter  work  if  you 
say  that  you  want  it.  In  fact,  there  is  an  affirmative  action 
that  they  have  to  go  out  and  hire  people  with  handicaps.  I just 
found  out  about  this  two  days  ago. 

GUTHRIE:  It  just  happened  this  week. 

N.  WEXLER:  No,  no.  It's  been  on  the  books  in  the  Labor 

Department  for  a year.  This  is  one  of  the  things  that  we're  going 
to  go  explore  with  them  Friday,  in  fact.  The  definition  of  who 
has  a handicap  is  fascinating:  It's  anybody  who  clearly  has  a 

handicap;  somebody  that's  had  a history  of  having  a handicap;  and — 
this  is  where  I think  we  all  come  in — somebody  who  is  perceived  to 
have  a handicap.  I went  down  and  said,  "Okay,  I'm  at  risk.  Do  you 
perceive  me  to  have  a handicap?  If  I get  into  this  job,  you  don't 
know  for  sure  what  I'm  going  to  be  like  in  a couple  of  years." 

They  said,  "Why  did  you  have  to  give  us  the  hardest  question  first?" 
I think  you'd  have  a case.  If  you  can  show  us  that  you're  being 
discriminated  against  in  a job  because  you  are  perceived  to  have  a 
handicap,  even  though  nobody  can  tell  whether  or  not  you  will  have 
a handicap,  you  would  come  under  this  definition,  and  you  would  be 
protected  by  this  particular  regulation."  It's  called  the  Rehabil- 
itation Act  of  1973;  amendments,  1974. 
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I think  that  there  are  these  little- known  laws  on  the  books, 
and  one  of  the  things  we're  doing  as  a Commission  is  to  go  and 
try  to  find  out  where  these  things  exist.  If  you  get  into  any 
problems,  what  I would  urge  you  to  do  is  to  contact  your  local 
CCHD  chapter,  contact  us,  let  somebody  know  what  the  problem  is 
and  let  them  try  to  do  some  legwork  for  you.  You've  got  a 50-50 
chance,  you've  got  this  kind  of  a batting  average  and  you've  got 
to  go  for  broke  in  trying  to  stay  as  much  in  action,  healthy, 
together  and  working  as  you  possibly  can.  Get  other  people  to 
fight  for  you,  because  there  are  a lot  of  loopholes  that  are  on 
our  side,  too. 

EDDIE:  I mentioned  that  I was  working  for  the  Teamsters 

Union.  We  work  under  a contract  and  every  3 years  it's  renewable. 
In  that  contract  is  a little  clause  that  states  "for  long  and 
faithful  service"  they'll  find  you  a better  job.  If  you  have  a 
heart  attack  and  you're  suffering  from  a heart  condition,  they've 
got  to  do  something  to  get  you 

N.  WEXLER:  It's  not  charity,  they've  got  to,  that's  the 

thing.  They've  got  to  do  it.  The  law  is  telling  them  that  they 
have  to  do  it. 

EDDIE:  I wasn't  aware  of  this  law. 

N.  WEXLER:  A lot  of  people  aren't. 

EDDIE:  For  long  and  faithful  service  under  the  contract, 

they're  obligated  to  put  us  on  a better  job  or  an  easier  job. 

GUTHRIE:  What  I meant  to  say  is  that  there  was  a tremendous, 

important  step  forward  this  week  in  the  help  for  all  handicapped, 
when  Secretary  Califano  agreed  to  follow  through  on  the  fight  for 
education  and  many  other  things  for  the  handicapped  people  in 
wheelchairs.  We  have  to  follow  what  the  law  is  very  carefully 
and  see  to  it  that  our  people  do  get  what  they're  entitled  to. 

But  you  don't  have  to  be  in  a wheelchair  to  be  handicapped.  That's 
the  point  you're  trying  to  say. 

N.  WEXLER:  Right.  You  just  have  to  have  somebody  think 

that  maybe  you're  handicapped  and  have  it  affect  your  work  history. 

PRATT:  Thank  you  so  much.  We'll  adjourn  until  1:15.  We're 

a little  behind  time. 
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AFTERNOON  SESSION 

PRATT:  ...the  testimony.  I'm  going  to  call  three  people. 

Would  Dr.  Michellovich,  Dr.  Minnich  and  Dr.  Henry  come  up?  Is 
Dr.  James  Henry  here?  [No  response.]  We'll  have  him  later.  How 
about  Mr.  Thomas  Mills?  Very  well,  gentlemen.  You  look  very 
efficient.  Shall  we  begin  with  Dr.  Minnich?  Will  you  state  your 
name  and  title? 


TESTIMONY  OF 
JAMES  L.  MINNICH,  PH.D. 

ASSISTANT  PROFESSOR 
DEPARTMENT  OF  BIOLOGY 
TEXAS  WOMEN'S  UNIVERSITY 

MINNICH:  I'm  Dr.  James  Minnich  with  the  Department  of 

Biology  at  Texas  Women's  University  in  Denton,  Texas.  My  area  of 
active  interest  is  in  protein  synthesis  as  it  relates  to  Hunt- 
ington's disease.  I am  also  interested  in  monitoring  trace 
element  levels  (particularly  zinc)  as  they  might  relate  to  the 
etiology  or  diagnosis  of  that  disease. 

I'm  going  to  leave  the  written  deposition  with  someone  who  is 
authorized  to  take  it,  of  course.  Basically,  I do  think  that  the 
interdisciplinary  approach  to  Huntington's  disease  is  particularly 
important,  and  that  a natural  base  for  new  research  projects  is 
quite  important.  I feel  that  there's  been  a dearth  of  new  ideas, 
with  the  exception  of  some  limited  numbers.  I think  that  new 
ideas  would  be  very  productive  in  combating  Huntington's  disease 
and  in  diagnosing  it.  In  the  first  instance,  the  point  of  my 
message  really  would  be  that  I think  that  new  research  grants 
should  be  funded  if  they  seem  to  have  a reasonably  valid,  research- 
able  hypothesis. 

I think  that  advances  in  understanding,  diagnosing  and 
treating  Huntington's  disease  would  be  of  very  great  importance 
in  the  field  of  neurogenetic  diseases  in  general,  because  Hunt- 
ington's disease,  of  course,  is  the  classic,  academically  important 
disease  in  neurogenetic  diseases.  I would  like  to  encourage  you 
on  the  Commission  to  pursue  funding  for  research  into  the  molec- 
ular biology  of  Huntington's  disease  because  no  one  has  ever  quite 
checked  out  the  obvious  imperative  that  a genetic  disease  involves 
a nucleic  acid  and  protein  synthetic  derangement.  That  happens 
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to  be  one  of  the  areas  that  I'm  researching,  but  that's  not 
really  the  only  reason  I make  that  statement. 

I have  been  interested  in  trace  metal  metabolism  in  mammalian 
systems  for  some  time.  There  is  some  circumstantial  evidence  that 
trace  element  level  analysis  might  be  of  particular  importance  in 
diagnosis.  This  is  as  yet  empirical.  (I  hadn't  stated  this  in 
my  written  deposition.)  Of  course,  I would  admit  that  this  is 
empirical  in  the  discussion,  but  even  an  empirical  clue  to  diag- 
nosis might  have  some  value  in  Huntington's  disease. 

I helped  prepare  a comment  on  a clinical  research  center.  I 
think  a clinical  research  center  would  allow  some  equality  of 
interaction  among  basic  scientists  and  clinical  personnel.  I 
believe  a very  positive  result  might  be  found  from  it,  if  that 
were  ever  to  exist. 

The  last  point  I mentioned  in  my  written  testimony  was  that 
a registry  of  Huntington's  disease  families  would  be  useful,  if 
individuals  in  those  families  were  inclined  to  take  part  in  some 
well -designed  research  projects  that  could  lead  to  early  diagnosis 
and  medical  management  of  Huntington's  disease.  Thank  you. 

PRATT:  Thank  you.  Dr.  Minnich.  You  have  put  the  case  for 

research  well,  and  we're  awfully  glad  to  have  you  state  your 
views . 


MINNICH:  Thank  you. 

PRATT:  Nancy? 

N.  WEXLER:  Are  you  currently  working  on  some  of  the  projects 

you  outlined? 

MINNICH:  Yes,  I am,  in  fact.  I have  received  some  samples 

of  Huntington's  disease  tissue  from  Dr.  Bird's  laboratory  in 
Cambridge.  I have  a couple  of  graduate  students  who  are  working 
on  those,  analyzing  both  the  protein  synthesis  and  the  nucleic 
acid  aspect  that  might  be  involved  in  Huntington's  disease. 

N.  WEXLER:  You're  doing  the  trace  metal  work,  too? 
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MINNICH:  The  trace  metal  work  is  in  collaboration  with  a 

colleague  at  North  Texas  State  University.  We've  proposed  to 
make  a comprehensive  analysis  of  trace  metal  involvement  in  the 
diagnosis  of  Huntington's  disease;  of  another  neurological  dis- 
order, epilepsy;  and  also  of  cancer,  from  another  dramatically 
different  point  of  view,  because  the  trace  element  levels  seem  to 
change  for  an  as  yet  unknown  reason  in  numerous  clinical  disorders, 
and  they  may  be  of  use  in  diagnosis. 

N.  WEXLER:  Great.  Let  us  know  what  happens. 

MINNICH:  Thank  you. 

PRATT;  Dr.  Michellovich , will  you  give  your  statement 
please? 


TESTIMONY  OF 

DAVID  MICHELLOVICH,  PH.D. 

CHAIRMAN 

DEPARTMENT  OF  MEDICAL  COMPUTER  SCIENCE 
UNIVERSITY  OF  TEXAS  HEALTH  SCIENCES  CENTER 

MICHELLOVICH:  I'm  David  Michellovich.  I am  the  Chairperson, 

Department  of  Medical  Computer  Science  here  at  the  University  of 
Texas  Health  Sciences  Center  in  the  medical  school  at  Dallas,  and 
I direct  the  Medical  Computing  Resources  Center.  It's  a privilege 
to  be  here  this  afternoon  interacting  with  the  Commission. 

My  interest  has  been  in  the  development  of  computer  data 
base  systems  for  the  support  of  activities  in  the  control  of 
Huntington's  disease.  I'm  here  primarily  to  answer  questions  that 
you  might  have  with  regard  to  aspects  of  such  an  activity.  Funda- 
mentally, the  main  questions  that  I would  address  with  regard  to 
computerized  data  bases  in  Huntington's  disease  are  two:  (1)  what 

is  the  element  of  good  that  can  come  out  of  having  an  organized 
data  base  for  research  and  other  purposes;  and  (2)  what  are  the 
questions  surrounding  the  confidentiality  of  such  a data  base? 
Certainly,  this  would  be  a matter  of  concern. 

Many  of  the  items  that  have  been  touched  on  in  the  literature 
and  in  the  hearing  today  have  to  do  with  defining  the  familial 
aspects  of  Huntington's  disease  and  making  certain  measurements. 


3-428 


Dallas,  Texas 


May  3,  1977 


as  was  just  mentioned,  with  regard  to  factors  that  might  influence 
either  the  course  of  severity  or  the  outcome  of  the  disease. 
There's  no  question  that  better  determination  of  what  the  family 
trees  look  like  with  regard  to  Huntington's  disease  would  permit 
us  to  more  adequately  identify  potential  persons  who  might  be 
affected  by  the  disease. 

Even  though  the  disease  affects  people  at  a relatively  young 
age,  unfortunately  there  are  cases  where  the  person  dies  too  early 
to  ever  be  designated  as  having  the  disease.  It  may  occur  that  in 
spite  of  the  fact  that  Huntington's  disease  is  autosomal  dominant, 
there  might  be  a case  where  it  might  even  appear  to  skip  a genera- 
tion. If  we  are  ever  to  reach  the  state,  which  I think  we  would 
all  like  to  see,  of  a test  that  could  be  administered  very  early 
on,  before  the  childbearing  years,  to  permit  detection  of  who  is 
going  to  get  the  disease  and  permit  genetic  counseling  with  regard 
to  offspring,  it  is  necessary  to  identify  those  to  whom  one  might 
go  ahead  and  apply  that  test.  Certainly,  the  more  we  know  about 
the  occurrence  of  the  disease  in  the  community,  the  better  off 
we're  going  to  be. 

We  have  been  working  with  Chary  Turner  and  Dr.  Ernest  Sears 
of  the  north  Texas  affiliate,  and  it  would  seem  that  one  could 
develop  a data  base  in  which  one  could  develop  comprehensive 
information  on  the  patients  and  their  families.  From  this  it 
would  be  possible  to  develop  (in  an  automated  fashion)  family 
trees  that  might  be  made  available.  When  I say,  "made  available," 
it  really  touches  two  points:  (1)  made  available  to  that  family 

so  they  know  the  history  and  they  can  understand  the  history  of 
the  disease.  Too  often  we  get  into  a situation  where  people  may 
not  realize  for  one  reason  or  another  that  the  disease  has 
affected  the  family.  They  may  not  say  if  they  or  a member  of 
their  family  has  symptoms  or  that  a member  of  their  family  of 
another  generation  or  the  same  generation  was  also  affected  by 
the  disease,  which  would  certainly  complicate  the  diagnostic 
process . 

Two,  just  for  the  educational  process  it  would  seem  that  if 
we  could  deliver  a family  tree  appropriately  printed  out,  this 
would  help  the  individual  families.  It  would  also  be  very  useful 
to  find  overlaps  of  family  trees  in  terms  of  relationships  that 
might  not  usually  be  thought  of  as  producing  interactions  in  the 
Huntington's  disease  area.  We  have  been  approaching  that  problem. 
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really,  from  not  taking  an  overall  barrage  of  requests  for  data. 

A formula  has  been  worked  out  by  the  north  Texas  affiliate  to 
actually  do  some  initial  screening  of  people  who  might  be  involved 
and  then  follow  that  up  with  more  detailed  information  requests. 

I think  this  is  quite  appropriate  to  maximize  the  return. 

I would  make  a plea  here  for  some  coordinated  effort  to 
collect  the  data  so  that  various  disparate,  however  dedicated 
groups  throughout  the  country  aren't  doing  the  same  thing.  This 
morning  I found  that  there's  more  than  one  of  these  that  might  be 
located  in  the  Texas  area.  While  these  might  be  more  adequately 
followed  up  in  a local  area  (because  there's  more  personal  contact), 
I think  we  should  all  get  on  the  same  ship.  I was  very  pleased  to 
find  out  that  there  are  others  working  and  that  it  would  be  possi- 
ble to  get  in  contact  with  them  so  we  can  short  circuit  some  of 
the  duplicative  work  that  might  go  on  (for  example.  Dr.  Anderson 
in  Minnesota) . 

That  brings  us  to  the  fact  that  if  you  have  this  available, 
what  does  this  mean  in  terms  of  confidentiality?  In  general,  if 
one  was  going  to  collect  confidential  information  in  a medical 
environment,  I think  it's  very  important  to  have  informed  consent, 
and  that's  part  of  the  educational  process.  In  addition  to  that, 
in  some  cases  there's  going  to  be  information  for  which  there  is 
going  to  be  a specific  requirement  to  have  it  identified  with 
that  particular  patient  or  family,  and  that  has  to  be  handled  very 
carefully.  In  other  cases  an  abstract  of  that  information  without 
the  identification  (just  looking  at  a family  tree  without  knowing 
who  the  members  are)  can  be  very  useful  for  further  research  and 
also  for  educational  purposes.  In  this  case  the  confidentiality 
or  privacy  of  a given  individual  would  not  be  disturbed. 

I have  noted  that  we're  all  concerned  about  this  area,  and 
quite  properly  so.  Because  of  the  work  of  groups  like  the 
Committee  to  Combat  Huntington's  Disease,  the  Foundation  and  the 
Commission,  of  course,  one  of  the  things  that's  happened  is  that 
people  are  much  more  willing,  I think,  to  identify  themselves  as 
being  interested  or  having  family  members  affected  and  have  a 
very  firm  desire  to  actually  do  something  about  the  disease 
rather  than  hide  it.  I think  it's  a very  positive  feature. 

Because  of  the  work  that's  been  done,  I,  as  a physician,  have  seen 
this  more  in  the  Huntington's  disease  arena  than  one  normally 
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finds  in  other  diseases  I've  come  in  contact  with.  This  is  a very 
good  sign  and  should  be  continued.  In  terms  of  the  confidentiality 
aspects , I think  that  one  would  get  more  cooperation  from  people 
affected  than  would  normally  be  assumed.  These  are  the  points 
that  I would  make,  and  I'd  be  happy  to  answer  any  questions  that 
might  come  from  this.  There's  no  question  that  the  importance  of 
this  Commission  cannot  be  underestimated. 

GUTHRIE:  I appreciate  your  understanding  of  the  confidential- 

ity problem  and  that  a registry  could  be  misused.  We,  the  members 
of  the  Commission,  are  very  concerned.  This  is  going  to  be  a 
very  important  subject  in  our  deliberations. 

PRATT:  That's  a touchy  one. 

GUTHRIE:  We're  prepared  to  have  a big  discussion  about  this 

very  soon. 

N.  WEXLER:  I think  part  of  the  question,  too,  is  that  I 

might  say,  "Okay,  fine.  I'll  tell  you  about  my  family,"  but  my 
aunt  doesn't  want  her  family  known.  It  would  be  important  to 
have  the  whole  family  as  part  of  the  registry  if  you're  really 
trying  to  get  epidemiological  statistics.  That's  a problem  that 
you  have  also,  even  working  on  a local  level.  ° 

I have  some  questions  about  another  kind  of  data  base  that 
Chary  Turner,  I think,  was  talking  about  before;  that  is,  a 
resources  dictionary  or  a library  or  easy  access:  you  could 

punch  a button  and  say,  "Wow I Here  are  all  the  nursing  homes  that 
would  take  H.D.  patients,"  or  "There  are  these  kinds  of  services 
and  these  kinds  of  eligibility  requirements  for  them."  We  haven't 
the  faintest  idea  where  most  of  the  patients  end  up.  We  don't 
know  if  they're  in  mental  hospitals,  state  hospitals,  convalescent 
hospitals,  or  at  home;  we  don't  know  how  long  they  are  there.  The 
whole  kind  of  demography  of  the  disease  is  still  pretty  much  a 
mystery,  and  a lot  of  the  information  we  have  is  like  1940 's 
information.  Would  it  be  possible  to  set  up  that  kind  of  a data 
base?  It  doesn't  have  the  confidentiality  issues  involved. 

MICHELLOVICH : It  certainly  would.  As  a matter  of  fact,  one 

of  the  things  that's  been  very  useful — it's  just  a general  develop- 
ment in  computing — is  the  idea  of  the  computer  distribution 
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network.  One  of  the  things  that  one  can  do  (if  you're  studying 
Huntington's  disease,  for  example)  is  to  do  a Medline  search  on 
the  literature,  on  data  bases  that  are  supported  by  the  National 
Library  of  Medicine.  Fortunately,  most  medical  centers  in  many 
areas  that  are  not  academically  oriented  now  can  have  access  to 
that  through  an  interactive  computer  terminal  anywhere  in  the 
United  States  and  be  able  to  have  immediate  access  to  those  data 
bases . 

The  same  thing  can  be  done  with  resources,  because  frequently 
you  might  want  to  know  not  only  the  general  allocation  of  resources 
in  the  country  or  in  other  countries,  but  what  might  be  useful 
specifically  for  a patient  or  a family  member  that  you  have  right 
there.  It  would  be  possible  to  do  this  and  have  this  available 
throughout  the  country.  I think  this  would  be  quite  appropriate. 

MINNICH:  May  I speak  to  that  point  also? 

PRATT:  Yes. 

MINNICH:  I had  this  written  down,  but  I skipped  over  it 

because  I was  trying  to  conserve  time,  I guess.  For  my  part,  I 
do  think  something  about  the  longitudinal  study,  the  long-term 
study  of  single  individuals.  I think  that  if  one  were  going  to 
think  of  a single  mechanism  by  which  the  inevitable  progress  of 
the  disease  could  be  analyzed  (and  if  single  individuals  were 
willing  to  go  along  with  it) , they  could  come  to  the  clinical 
situation  every  X number  of  months  (whatever  is  appropriate,  1 or 
2 months)  and  have  some  analysis  made  of  all  the  best-educated, 
hypothetical  biochemical  estimates  that  could  be  made  on  them 
(and  not  just  the  serum  proteins,  by  a long  way)  and  have  the 
research  evaluation  that  could  be  made  of  them.  This  might  enable 
the  scientific  community,  the  medical  community  to  become  aware 
of  exactly  what  is  going  on,  which  I don't  think  we  necessarily 
know  yet. 

PRATT:  Thank  you. 
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TESTIMONY  OF 
THOMAS  MILLS,  ESQ. 

DALLAS,  TEXAS 

MILLS:  ...knowledge  or  contact  about  Huntington's  disease, 

but  it  does  include  quite  a bit  of  work  in  the  area  of  mental 
health  litigation.  My  primary  premise  is  that  you  don't  have 
enough  lawyers  involved,  raising  some  issues  that  are  going  to 
have  to  be  raised  in  the  same  way  that  constitutional  rights  and 
state  and  Federal  statutes  that  have  to  do  with  constitutional 
law  have  been  raised  by  bringing  them  into  the  judicial  system. 

In  attempting  to  think  about  what  I was  going  to  talk  about, 
there  were  a couple  of  headlines  (and,  in  fact,  an  editorial)  in 
the  Dallas  paper  about  a new  bill  by  HEW,  which  I haven't  seen  but 
about  which  I've  talked  briefly  with  Dr.  Wexler.  Apparently, 
part  of  the  discrimination  ban  against  the  handicapped  can  be 
applied  to  Huntington's  disease  patients.  Whether  or  not  this  can 
be  the  total  instrument  for  getting  some  of  these  questions  into 
the  judicial  process,  I don't  know.  In  reviewing  some  of  the 
testimony  (which  was  provided  for  me  by  other  lawyers  who  have 
spoken  to  you)  in  preparation  for  this  talk,  it  did  not  appear  to 
me  that  there  was  very  much  that  had  been  done  in  the  legal  field 
in  terms  of  actually  implementing  some  of  the  rights  about  which, 
it  would  appear,  there  was  not  a great  deal  of  disagreement. 

Last  night,  I believe,  in  the  Dallas  Times  Herald  editorial 
page,  where  they  expressed  some  concern  about  the  broad  implica- 
tions and  expenses  that  would  be  necessary  in  implementing  the 
HEW  guidelines,  they  included  a statement  that  handicapped 
children  were  basically  going  to  have  to  be  treated  as  much  like 
nonhandicapped  children  in  education  and  other  areas  as  is  humanly 
possible.  It  made  me  think  back  to  less  than  10  years  ago,  when 
I was  working  at  St.  Elizabeth's  Hospital  in  Washington,  D.C. 

There  was  a case  originated  by  the  public  defender  system  (which 
has  an  office  on  the  grounds  of  St.  Elizabeth's)  which  established 
the  basic  language  of  the  least  restrictive  alternative  that  has 
been  adopted  by  the  United  States  Supreme  Court.  The  way  it's 
applied  in  mental  health  institutions  is  that  you  are  not  allowed 
to  hold  someone  in  a more  restrictive  alternative  than  is  necessary; 
you  are  not  allowed  to  give  them  more  restrictive  treatment  against 
their  will  (for  example,  shock  treatment,  chemotherapy) ; you  are 
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not  allowed  to  give  anything  more  than  the  least  amount  that  is 
necessary.  Of  course,  the  emphasis  is  on  preserving  as  much  of  the 
personal  freedom  for  these  people  as  is  possible.  It  appears 
that  this  same  concept  might  be,  and  should  be,  adopted  in  this 
bill  or  in  a law  that  has  to  do  with  the  handicapped  and  would 
include  Huntington's  disease  patients. 

I don't  know  what  resources  are  available  to  HEW  in  terms  of 
house  coiinsel  and  looking  to  see  what  institutions  are  going  to  be 
in  violation  of  these  new  guidelines.  It  would  appear  that  out 
of  $2.4  billion  per  year  there  will  undoubtedly  be  some  lawyers 
that  are  reaping  some  of  that  benefit.  I want  to  point  out  some 
general  areas  that  I think  need  to  be  looked  at.  If,  indeed,  HEW 
has  some  conflict  or  simply  does  not  move,  I want  to  give  you  my 
opinion  that  there  are  definitely  some  organizations  that  will 
move.  The  Legal  Services  Project  in  Dallas  has  a specific  grant, 
and  it's  called  something  like  the  Older  Americans'  Legal  Aid 
Project.  If  it's  in  Dallas,  and  if  it's  a Federal  project,  I would 
assume  it's  in  many  other  cities.  From  what  I understand  of 
Huntington's  disease,  I would  think  that  this  one  group  would  be 
an  example  of  some  people  who  might  be  able  to  immediately  give 
some  help  in  terms  of  answering  some  of  the  legal  questions  that 
have  been  raised  in  the  past,  such  as  what  rights  do  these  people 
have  while  they're  alive,  what  rights  do  they  have  after  they're 
dead  in  terms  of  donating  their  tissues  to  various  organizations. 

I know  that  you  would  have  no  trouble  in  getting  volunteer  help 
from  the  American  Civil  Liberties  Union  because  many  of  these 
issues  of  discrimination  have  a constitutional  law  dimension. 

I will  be  the  very  first  to  admit  that  my  bias  and  my  belief 
are  that  people  are  very  resistant  to  making  some  changes  in  any 
part  of  their  lives,  and  that  includes  making  changes  that  I see 
as  being  necessary  to  follow  some  of  these  HEW  rules.  School 
boards  did  not  immediately  begin  to  get  together  to  decide  how 
they  would  best  implement  the  Brown  v.  Board  of  Education  deseg- 
regation decision.  Commissioners  do  not  immediately  decide  how 
to  implement  new  jail  standards.  It  just  does  not  work  that  way. 

I don't  think  there's  going  to  be  any  rush  toward  increasing  the 
rights  of  Huntington's  disease  patients  without  testing  the 
legality  of  what  is  being  done  and  what  is  not  being  done  at  some 
point. 
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I have  no  earthly  idea  what  the  answers  are  to  many  of  the 
questions  regarding  state  planning  and  confidentiality.  But  I 
don't  think  that  you  would  have  trouble  coordinating  legal  effort 
throughout  the  United  States,  just  as  you  are  coordinating  medical 
effort,  in  terms  of  getting  some  of  these  questions  answered,  and 
especially  in  terms  of  the  way  the  medical  and  legal  questions 
overlap  and  intertwine.  I have  no  specific  knowledge  about  this 
Older  Americans'  Legal  Aid  group,  but  it  would  not  be  difficult 
to  find  out.  Apparently,  mental  health  institutions  are  now  pro- 
viding care  for  many  people  who  are  afflicted  with  Huntington ' s 
disease.  I know  that  mental  health  law  is  moving  very  slowly,  even 
after  quite  massive  litigation  in  several  states.  In  terms  of 
dealing  with  the  legal  issues,  I want  to  encourage  you  to  use  this 
HLW  rule  to  the  fullest  extent  that  it  can  possibly  be  used, 
because  in  many  cases  law  has  been  made  and  lawsuits  have  been 
filed  that  have  been  much  more  difficult  in  terms  of  us  having 
constitutional  decisions  and  history  on  which  to  base  our  fights. 
When  you  have  something  as  strong  as  the  way  this  bill  appears  to 
be,  I think  that  if  you  can  get  some  movement  in  HEW-financed 
institutions,  it  will  just  necessarily  have  to  spin  over  into 
other  institutions.  That's  primarily  what  I'm  here  to  say. 

PRATT:  Thank  you,  Mr.  Mills.  There  are  many  areas  in  which 

we  need  legal  advice,  and  there  are  battles  that  the  legal  pro- 
fession is  going  to  have  to  fight  for  us.  Questions? 

GUTHRIE:  It's  very  important  testimony. 

PRATT:  Thank  you  very  much,  gentlemen.  Is  Dr.  James  Henry 

here?  Will  you  be  one  of  our  next  witnesses?  Are  Mr.  and  Mrs. 
Charles  Hill  here?  [No  response.]  Dr.  Prashad,  Dr.  Bernard 
Gothelf?  Would  you  come  up?  We  can  seat  three  witnesses  at  a 
time.  Dr.  Henry,  would  you  identify  yourself  and  give  your 
testimony  first,  please? 


TESTIMONY  OF 
JAMES  W.  HENRY,  M.D. 

GENERAL  PRACTITIONER 
GARLAND,  TEXAS 

HENRY:  I'm  Dr.  James  W.  Henry.  I'm  in  the  family  practice 
of  medicine  in  Garland  and  have  been  for  some  22  years.  I'm  a 
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charter  member  of  the  American  Board  of  Family  Practice.  I 
suspect  that  I have  little  to  contribute  in  that  over  these  22 
years  I*ve  only  seen  one  patient  with  Huntington's  chorea.  This 
was  a 44-year-old  female  that  I saw  in  January  of  '72,  accompanied 
by  her  daughter,  both  of  whom  had  an  upper  respiratory  infection 
and  were  appropriately  treated. 

The  mother  had  obvious  facial  grimaces,  mental  deterioration, 
involuntary  choreiform  movements  and  was  almost  unintelligible  in 
her  speech.  I was  given  the  history  by  her  husband  that  she  had 
been  diagnosed  as  having  Huntington's  chorea  by  Dr.  Sears  of  the 
medical  school.  Since  that  time  I've  seen  her  some  six  or  seven 
times,  and  I've  seen  members  of  her  family  several  more  times  than 
that.  She  was  treated  for  no  serious  illnesses,  with  the  exception 
of  injuries  sustained  when  she  was  hit  by  an  automobile  in  July  of 
'75.  She  recovered  from  that,  and  I have  very  little  other 
knowledge  for  you. 

GUTHRIE:  May  I ask  a question?  I just  want  to  document  it. 

At  the  time  you  were  in  medical  school  there  was  very  little  expla- 
nation or  understanding  of  this  disease,  I assume.  Is  that  right? 

HENRY : Yes . 

GUTHRIE:  Since  that  time  there  has  been  some  additional 

information.  Are  you  able  to  avail  yourself  of  that  information? 

HENRY:  No.  As  I say,  we  see  very  few  people  with  this, 

and  most  of  them  are  diagnosed  elsewhere. 

GUTHRIE:  Do  you  have  a suggestion  as  to  how  you  would  help 

us  disseminate  information  to  those  of  you  who  left  the  medical 
schools  prior  to  the  time  that  Huntington's  was  even  mentioned  so 
that  we  might  be  able  to  help — forgive  me  if  I say  older  doctors — 
know  more  about  what's  happening  today?  Is  there  some  suggestion 
you  might  make  to  us? 

HENRY:  You're  speaking  of  the  earlier  diagnosis  of  this? 

GUTHRIE:  No,  just  basic  information,  the  treatment  that  we 

now  recommend.  There  are  some  basic  beginnings  of  treatment,  basic 
beginnings  of  education  about  understanding  the  course  of  the 
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disease.  How  can  we  get  this  to  you  people  who  are  no  longer  in 
medical  school?  We  can't  get  to  you. 

HENRY : They  have  annual  yearbooks  published  on  treatment 

of  the  various  diseases.  If  you  want  to  know  the  latest  treatment, 
you  can  look  up  the  medical  treatment.  If  it  v/as  included  in 
there,  then  it  would  be  general  knowledge. 

PRATT:  Would  you  have  time  to  read  an  article  about  this 

disease,  if  it  was  sent  to  you,  or  do  most  articles  just  end  up 
in  the  trash  basket? 

HENRY:  Probably  not,  on  such  an  uncommonly  encountered 

disease,  unless  you  had  a special  interest  or  a special  thought 
in  mind  about  that. 

PRATT:  That's  an  honest  answer,  and  I sort  of  thought  that 

would  be  the  case  with  most  people.  I was  documenting  that  also. 
Thank  you. 

GRAY:  I think  I could  make  one  comment  about  how  you  might 

do  that,  because  I'm  directly  involved  in  an  outreach  program  in 
Oklahoma  for  continuing  education  of  physicians  in  cancer  chemo- 
therapy. It's  a federally  funded  outreach  prograiri  in  which  the 
doctors  do  come  in  or  people  from  the  Health  Sciences  Center  go 
out  to  the  different  communities  and  give  updated  seminars  on 
treatments.  The  doctors  in  the  smaller  communities  then  become 
involved  in  treatment  programs.  They  are  modern  treatment 
programs  as  far  as  the  protocol  development  for  the  health 
sciences . 

GUTHRIE;  In  other  words,  outreach  programs  would  be  one 

way? 

GRAY:  Right.  Of  course,  [inaudible] . 

PRATT:  Dr.  Prashad . 

PRASHAD:  Even  if  you  send  literature  to  the  doctors  who  have 

never  been  exposed  or  never  been  taught,  sending  the  literature 
is  still  of  no  use,  because  nowadays  there  are  a lot  of  specialized 
workshops.  You  could  send  the  literature,  and  you  could  also 
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organize  a workshop  like  a refresher  course.  These  doctors  would 
be  able  to  see  the  patients  and  the  symptoms . 

GUTHRIE:  That's  only  if  the  doctor  is  interested. 

PRATT:  Yes.  Would  you  go  to  such  a workshop.  Dr.  Henry? 

HENRY:  I would  prefer  the  one  patient  in  22  years  being  sent 

to  a center  for  treatment. 

PRATT:  Thank  you.  We  need  all  opinions.  Dr.  Sears? 

SEARS:  Do  you  feel  that  the  review  journals  are  of  benefit 

to  you  in  terms  of  reviewing  not  just  Huntington's  disease,  but 
all  movement  disorders,  with  cursory  treatment  being  given  to  each 
one,  rather  than  medical  journals  oriented  primarily  towards  the 
latest  research?  For  example,  in  the  American  Family  Physician  — 
you  probably  subscribe  to  that  or  it's  already  been  sent  to  you — 
if  a whole  field  (like  movement  disorders,  paralysis,  or  certain 
aspects  of  pediatric  genetics) — and  it  doesn't  have  to  be  neurology 
— is  reviewed  in  a very  general  way  and  in  a way  that  keeps  you  in 
touch  with  som.e  of  the  latest  developments  of  the  past  decade,  do 
you  find  that  you  do  have  time  for  articles  of  this  caliber  and 
nature? 

HENRY:  Yes.  I would  be  interested  in  articles  of  the  early 

recognition  and  diagnosis  of  obscure  neurological  diseases.  My 
feeling  about  this  one  is  that  these  people  would  nearly  have  to 
be  identified  in  some  way  for  us  to  make  this  diagnosis  in  general 
practice.  Over  several  years'  observation,  I guess  it's  possible 
for  us  to  make  it,  but  I'm  sure  we'd  miss  it  and  other  similar 
diseases  for  many  years.  We  do  read  those  things  that  are  involved 
with  the  early  recognition  and  diagnosis  of  nervous  system 
disorders . 

PRATT:  Dr.  Gothelf  wants  to  make  one  comment  about  this, 

and  then  we'll  have  your  testimony.  Dr.  Prashad. 

GOTHELF:  I believe  that  the  AMA,  and  especially  the  Texas 

Medical  Association,  currently  has  continuing  education  courses 
for  family  practice.  The  percentage  of  family  practitioners  who 
take  these  courses  and  then  take  the  examination  is  small;  even 
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then,  the  number  that  pass  the  examination  afterwards  is  even 
smaller,  so  it  discourages  many  from  taking  this  particular  type 
of  examination.  Continuing  education  is  a problem,  because  the 
practitioner  has  to  take  time  away  from  his  own  practice  and  often 
spend  3 days  in  a different  city  for  these  courses.  My  brother- 
in-law  just  completed  a course  and  took  the  examination  in  Dallas 
this  past  winter.  Although  I've  known  him  for  more  than  20  years, 

I never  saw  him  sweat  as  much  as  when  that  examination  was  taken. 
Fortunately,  he  was  one  of  the  few  that  passed  it,  and  he  says  he 
doesn't  think  he'd  go  through  it  again.  It  didn't  mean  anything  to 
his  practice,  but  it  gave  him  a specialty  in  family  practice 
which  is  now  the  program  being  applied  to  that. 

PRATT:  Hearing  these  problems  of  how  difficult  it  is  for 

general  practitioners  is  of  great  interest  to  the  Commission. 

Dr.  Prashad,  would  you  give  your  testimony,  please? 

TESTIMONY  OF 
NAGINDRA  PRASHAD,  PH.D. 

ASSISTANT  PROFESSOR  OF  NEUROLOGY 
UNIVERSITY  OF  TEXAS  HEALTH  SCIENCES  CENTER 

PRASHAD:  My  name  is  Dr.  Nagindra  Prashad.  I'm  an  Assistant 

Professor  in  the  Department  of  Neurology  at  the  University  of  Texas 
Health  Sciences  Center  at  Dallas.  I should  give  a brief  intro- 
duction. I'm  in  the  area  of  research,  and  I'm  a molecular  biolo- 
gist or  biochemist.  I have  a little  experience  in  doing  research 
with  Huntington's  disease  biopsies.  I'm  going  to  describe  here 
how  I approach  the  problem  and  what  the  future  is  for  the 
research.  Because  of  my  being  a basic  scientist  and  researcher, 
my  brief  statement  is  focused  around  the  importance  of  the 
research  and  further  diagnostic  tests  that  could  be  done  at  the 
biochemical  level . 

Huntington's  disease  is  an  autosomal  dominant  genetic  neurolog- 
ical disorder.  It  is  characterized  by  a neuronal  loss  and  reactive 
gliosis  in  the  basal  ganglia  and  cerebral  cortex.  The  disease  is 
accompanied  by  reduced  enzymatic  activities  of  glutamic  acid  decar- 
boxylase and  choline  acetyltransf erase.  Also  the  levels  of  gamma 
aminobutyric  acid  (GABA)  are  reduced  by  50  percent. 

The  basic  molecular  or  the  biochemical  defects  in  this  dis- 
order are  not  known.  If  the  molecular  or  biochemical  defects  are 
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known,  then  they  could  be  used  as  a potential  diagnostic  test  to 
determine  the  preclinical  presence  of  the  disease  in  at-risk 
persons.  These  defects  could  exist  in  the  DNA,  nuclear  proteins, 

RNA  or  protein  synthesis,  or  in  some  metabolic  pathway  of  the 
cells . 

In  our  studies,  we  compared  the  ribosomal  proteins,  which  are 
part  of  protein-synthesizing  systems,  from  the  normal  human  and 
Huntingtonian  patients.  We  wanted  to  deteirmine  whether  there 
might  be  an  alteration  in  tlie  ribosomal  proteins  from  Huntington- 
ian patients.  We  have  a novel  approach  to  this  problem.  We  estab- 
lished fibroblast  cell  lines  in  tissue  culture  from  the  skin 
biopsies  from  normal  and  Huntingtonian  patients.  The  advantage 
of  this  method  is  that  a large  amount  of  cells  can  be  grov/n  in 
tissue  culture  for  the  biochemical  analysis.  Another  advantage  is 
that  the  fibroblast  cell  lines  from  the  at-risk  persons  can  easily 
be  established  and  studied,  as  well  as  stored  away  for  future  use. 

Our  data  indicate  that  the  ribosomal  proteins  from  normal 
human  and  Huntingtonian  patients'  skin  fibroblasts  are  very  similar. 
At  least  the  defect  is  not  in  the  ribosomal  proteins,  but  the 
defects  may  be  at  the  DNA,  RNA  or  nuclear  protein  levels,  which 
can  be  studied  in  the  skin  fibroblast  cell  lines  established  from 
the  Huntingtonian  patients.  Similarly,  Huntingtonians'  lympho- 
cytes instead  of  fibroblasts  can  be  used  to  investigate  the  above 
questions . 

I strongly  recommend  that  basic  science  research  should  be 
encouraged  to  investigate  the  biochemical  defects  of  this  genetic 
neurological  disease.  Towards  this  goal,  funds  should  be  provided 
by  private  sources  as  well  as  by  Federal  funds.  I recommend  also 
that  a "Huntingtonian  Cell  Bank"  be  established  under  NIH  super- 
vision. The  role  of  this  cell  bank  would  be  to  establish  Hunting- 
tonian patients'  skin  fibroblasts'  cell  lines  and  to  supply  these 
cells  to  interested  scientists.  This  type  of  National  Hunting- 
tonian cell  bank  will  save  time  and  money  as  well  as  facilitate 
rapid  research. 
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I'd  like  to  point  out  that  there  may  be  a Huntingtonian 
brain  bank.  Is  there  any  brain  bank? 

SEJVRS : Not  a well-established  bank.  I'm  sure  there  are 

[inaudible].  To  my  knowledge,  there's  not  one  that  everyone  can 
refer  to  or  that  [inaudible]  donors  can  be  referred  to. 

PRASHAD:  What  I propose  should  not  be  confused — -if  there  is 

a brain  bank--because  these  are  the  cells  coming  from  the  skin  of 
the  living  persons.  You  could  do  it  at  different  stages  or 
different  ages  of  the  persons  at  risk,  of  the  children. 

This  paper  about  the  little  research  we  did  was  accepted  for 
publication . in  the  Annals  of  Neurology.  It  should  be  out  this 
month,  in  May  1977. 

PRATT:  Thank  you  for  your  strong  recommendation  for 

research,  because  that's  where  the  final  answer  will  come. 

Nancy? 

N.  WEXLER:  I would  just  like  to  emphasize  that  there  is  a 

bank  in  Los  Angeles  at  the  Wadsworth  VA  Hospital.  It's  cofunded 
by  NIH,  the  Multiple  Sclerosis  Society  and  the  Hereditary  Disease 
Foundation.  Since  the  HDF  (Hereditary  Disease  Foundation)  supports 
HD  research  primarily,  they  have  a fairly  large  HD  population. 

It  is  brain,  CSF  tissue  and  primarily  some  cell  lines.  However, 
Camden  Cell  Bank  in  New  Jersey,  which  is  supported  by  the  National 
Institute  of  General  Medical  Sciences,  does  have  ongoing  cell  lines 
of  HD  patients,  at-risk,  controls,  disease  and  normal  controls. 

They  will  supply  those  cell  lines  to  any  investigator.  I believe — 
I'm  not  sure--they  may  be  starting  lymphocyte  lines  as  well. 

However,  the  Commission  is  also  considering  a recommendation 
for  regionalization  of  tissue  banks  at  least,  and  that  perhaps 
these  regionalized  brain  tissue  banks  ought  to  have  cell  lines  as 
well.  That's  something  that  we're  considering.  I think  your 
recommendation  is  well  taken,  if  only  to  strengthen  an  existing 
institution. 

PRASHAD:  I'm  not  aware  of  this  kind  of  bank. 
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N.  WEXLER;  I think  that  gets  to  another  recommendation,  which 
is  information  dissemination.  But  you  can  apply  tomorrow  and  get 
a number  of  cell  lines  from  Camden,  if  you  need  them. 

GUTHRIE:  You  didn't  know  about  the  Camden  Cell  Bank? 

PRASHAD:  No,  not  at  all,  or  I would  not  have  proposed  it. 

GRAY:  It's  very  [inaudible].  There  are  very  few  people 

growing  fibroblasts  (Dr.  Prashad,  myself  and  a few  other  people 
that  we  know  about) . None  of  us  know  about  any  other  cell  culture 
[inaudible] . 

N.  WEXLER:  I had  a little  booklet  about  it. 

GRAY:  Occasionally,  you  can  get  a list  of  [inaudible] 

tissue  from  the  American  Type  Culture  Collection,  but  they  don't 
update  them  [inaudible] . 

N.  WEXLER:  Camden  took  over  from  them  because  they  weren't 

so  successful. 

GUTHRIE:  That  cell  bank  is  funded  by  NIGMS.  When  it  was 

begun,  supposedly  a booklet  was  printed  and  an  announcement  was 
sent  out.  You've  never  received  it? 

PRASHAD:  No. 

GUTHRIE:  I'm  going  to  make  a complaint.  I'm  on  that  council. 

GRAY:  The  problem  is,  who  did  they  sent  it  out  to? 

GUTHRIE:  That's  the  question.  It's  a good  question.  It's 

very  important. 

GRAY:  I've  never  received  anything. 

PRATT:  It  may  have  been  thrown  away  before  it  got  to  him. 

GOTHELF:  Oftentimes  information  like  tnat  may  be  dissemin- 

ated to  chairmen  of  the  departments  and  lower  faculty  members  may 
not  see  it  or  hear  about  it,  or  else  it  may  be  sent  to  deans  of 
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r.edical  schools,  and  by  the  time  it  gets  around  to  certain 
departments  it  is  completely  lost.  This  is  one  of  the  difficul- 
ties. You  mentioned  earlier  that  there  are  17,000  on  your  mailing 
list.  If  the  NIH  or  HEW  wanted  to  send  all  this  information  to 
research  scientists,  there  are  over  40,000.  That's  why  we  do  not 
hear  about  such  things,  especially  down  at  the  assistant  professor 
level . 

GUTFIRIE:  This  is  a very  special  thing  that  we'll  have  to 

check  on. 


N.  WEXLER:  I think  that  there  ought  to  be  at  least  somebody 

in  your  professional  organizations  who  should  be  responsible  for 
information  distribution  or  resources.  I think  that  you  can  also 
use  private  professional  groups  to  act  as  kind  of  advocacy  groups 
for  you,  and  they  ought  to  let  their  memberships  know. 

GOTHELF:  Marjorie  Guthrie  described  her  first  experience 

before  a medical  convention.  There  are  such  booths  at  the  Feder- 
ation of  American  Societies  for  Experimental  Biology  and  Medicine. 
I do  not  think  they  get  the  attention  that  the  commercial  booths 
selling  goods  or  equipment  do.  You  can  go  by  these  booths,  and 
then  you  even  have  to  extract  the  information  from  the  people  who 
stand  there.  NIGMS  has  a booth,  and  they  try  to  give  out  some 
information  about  what  they're  doing,  their  programs;  NIMH  has 
one.  I've  seen  them  at  each  of  these  meetings,  and  they  reach  a 
very  small  percentage  of  the  population. 

As  far  as  a scientific  body,  one  of  my  complaints  about  the 
Federation  meeting  is  that  it's  a completely  political  situation, 
because  those  who  are  in  the  know,  those  who  are  in  the  hierarchy 
(professors  and  so  on),  you  don't  see  them  around  after  the  formal 
session;  they're  off  with  their  own  groups,  their  own  peers,  so 
to  speak.  The  lower  ranking  assistant  professors,  students, 
instructors,  or  what  have  you,  are  looking  around  to  find  their 
own  entertainment.  Many  of  the  heads  of  departments  are  in  dis- 
cussion until  2,  3 o'clock  in  the  morning,  politicking,  if  you 
want  to  call  it,  for  various  areas  of  their  own  needs.  If  it 
suits  someone  in  that  department,  then  they'll  bring  that 
information  back. 

PRATT:  Will  you  give  your  testimony  now,  please? 
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TESTIMONY  OF 
BERNARD  GOTHELF , PH.D. 

ASSISTANT  PROFESSOR 
DEPARTMENT  OF  PHARMACOLOGY 
BAYLOR  COLLEGE  OF  DENTISTRY 

GOTHELF:  I'm  Dr.  Bernard  Gothelf,  Assistant  Professor  at 

the  Baylor  College  of  Dentistry.  My  specialty  is  pharmacology. 

I'm  also  a scientific  advisor  to  the  local  chapter  of  the 
Committee  to  Combat  Huntington's  Disease. 

I spoke  just  a few  minutes  on  some  of  the  things  I had,  but 
following  another  basic  scientist  makes  it  a little  bit  difficult. 
Some  of  the  things  that  I intended  to  say  were  already  said  this 
morning  or  now.  However,  I appreciate  the  chance  to  appear  before 
this  Commission,  and  I'd  like  to  stress  to  them  things  of  which 
they  are  already  aware:  the  need  for  dissemination  of  education 

and  support  for  research  regarding  Huntington's  disease. 

Listening  to  Dr.  Henry  point  out  that  he  has  seen  one  case  in 
22  years  in  his  general  practice,  it  means,  in  essence,  that  to 
the  average  person  it's  little  known;  but  those  who've  seen  it 
see  so  much  of  it  and  those  who  are  familiar  with  it  hear  so  much 
of  it.  I know  I surprised  John  Lynch  3-1/2  years  ago  when  he 
called  me  up  and  asked  me  what  I knew  about  Huntington's  disease 
and  I told  him.  He  said,  "My  God.'  Where  did  you  get  all  of  this 
information?"  It  comes  back  again  to  the  interest  one  develops  as 
he  goes  through  school;  therefore,  he  picks  up  that  information 
and  follows  on  and  it  may  fit  in  with  his  category.  There  are  so 
many  entities  in  medical  education  thrown  at  the  future  physician 
that  it's  impossible  for  him  to  pick  up  all  the  information. 

However,  in  terms  of  support  for  education  we  have  to 
consider,  or  should  consider,  some  continuing  education  programs 
for  the  medical  field  to  advise  physicians  of  these  little-known 
diseases.  In  this  test  for  the  family  practitioner  that  my 
brother-in-law  described,  he  says  that  in  25  years  of  practice 
he's  never  seen  some  of  the  diseases  that  he  was  questioned  about 
and  probably  never  will  see  them  if  he  practices  for  another  25 
years.  So  we  need  to  support  education  for  medical  practitioners, 
and  we  have  to  support  programs  for  education  of  the  general 
public.  As  some  of  the  Huntington's  victims  have  described  today. 
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the  public  very  often  regards  them  as  drunk,  or  else  they  regard 
them  as  demented  or  crazy.  We  heard  Robert  Eddie  just  before 
lunchtime,  and  we  could  see  that  here  was  a man  who  came  staggering 
down  the  aisle.  He  says  he's  no  longer  at  risk,  but  he  thinks  he 
has  it.  The  public  is  not  aware  of  the  disease  and  he's  fighting 
tlie  thing  of  being  accused  of  being  drunk  or  on  drugs.  Even 
though  he  may  have  used  a name  to  his  supervisor  and  others,  they 
know  very  little  about  the  disease  and  they  know  very  little  about 
the  course;  so  we  have  to  educate  the  public  in  that  light. 

The  other  area  for  which  we  need  support  is  research.  We 
need  support  for  basic  research  to  a great  extent.  Dr.  Dill  men- 
tioned earlier  that  there  are  various  animal  models  that  have 
been  brought  to  light  within  the  last  3 years.  Unfortunately, 
from  my  point  of  view,  produced  in  these  animal  models  currently 
available  is  a sudden,  permanent  change  in  the  brain,  and  it 
doesn't  really  reflect  the  progressive  change  which  occurs  with 
Huntington's  chorea.  In  my  book,  we  need  more  support  for  research 
to  establish  an  animal  model  that  would  more  closely  resemble  the 
development  of  the  disease  both  in  motor  activity  and  some  of  the 
behavioral  changes.  Unfortunately,  we  do  not  have  that. 

Our  current  studies  relating  to  Huntington's  disease  have  to 
do  with  the  neurotransmitter  agents.  I think  we  could  pick  up  any 
volume  and  find  some  statements  about  Huntington's  disease  in  rela- 
tion to  changes  in  GABA  concentration,  to  changes  in  the  acetyl- 
choline system  (acetyltransferase  being  decreased) , or  to  changes 
in  the  postsynaptic  receptor  sites.  I think  most  of  the  research 
is  being  limited  to  that  area,  and  I feel  we  should  look  at  other 
areas.  I was  glad  to  hear  Dr.  Prashad  mention  the  area  of  fibro- 
blasts and  the  relationship  with  DNA  and  RNA,  which  is  another  area 
that  requires  new  and  renewed  investigation. 

There's  one  last  thing  that  I'd  like  to  mention  in  regard  to 
developing  the  support,  and  we  heard  this  this  morning.  Today, 
unfortunately,  if  you  submit  a grant  to  NIH  in  general  (NIMH, 
which  is  the  National  Institute  of  Mental  Health,  or  the  Institute 
for  Neurological  Disease  and  Blindness) , you  run  a 5-percent 
possibility  of  being  funded.  If  you're  lucky,  you  might  be  in  the 
other  40  percent  that  are  granted  but  not  funded.  In  terms  of 
monetary  support,  we  definitely  need  support  from  the  Federal 
Government  so  that  less  of  these  grants  are  not  funded.  This, 
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then,  may  encourage  more  investigators  to  bring  in  other  avenues 
or  their  ideas  for  research.  I could  project  my  own  experience 
in  the  last  year.  I have  a project  that  I'm  very  interested  in 
getting  developed.  I called  a friend  of  mine  in  Washington  for 
advice  in  getting  the  grant  through.  He  said,  "Bernie,  wait  a 
second.  You  haven't  worked  in  this  field  before.  You  don't 
stand  a Chinaman's  chance."  I think  we  ought  to  look  aqain  at 
young  investigators  in  the  field;  even  though  they  have  not  worked 
in  that  particular  area,  they  may  still  have  something  to  add. 

Thank  you  very  much. 

GUTHRIE:  ...who  was  doing  some  research  on  teeth,  and  it  had 

to  do  with  the  fact  that  teeth  represented  a possible  opportunity 
for  understanding  disease,  just  as  they  are  now  being  used  in  some 
of  the  archeological  studies  of  teeth.  I'm  just  curious,  have  you 
heard  of  anyone  doing  anything  in  this  area  in  terms  of  recognizing 
any  neurological  disorder? 

GOTHELF:  I'm  sure  Dr.  Dill  might  be  able  to  help  me,  but 

I've  heard  something  very  recently  about  people  trying  to  use 
teeth,  and  particularly  saliva  more  so  than  teeth,  in  the  diagnosis 
of  various  diseases.  In  a strong  sense,  saliva  is  filtered  blood, 
because  there  are  quite  a number  of  the  same  constituents  that  are 
present  in  blood  and  in  saliva,  and  it  contains  some  of  the 
mucoproteins . I hear  this  creep  up  periodically,  and  I've  never 
given  much  credence  to  it,  personally.  Again,  I might  mention 
that  I am  more  of  a basic  scientist  than  I am  a dentist.  I am  not 
a dentist. 

GUTHRIE:  I just  couldn't  resist  asking. 

PRATT:  Thank  you  so  much. 

PRASHAD:  I would  like  to  have  the  information  about  the  bank 

in  New  Jersey  as  well  as  in  Los  Angeles,  because  that  would  be  a 
big  help. 

N.  WEXLER:  Absolutely.  I can  send  you  some  information  on 

both  of  them. 

PRATT:  Have  the  Hills  come  in?  [No  response.]  Carol  Woods, 

Doris  Perkins  and  Dr.  Wu. 
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PKKKINS:  May  I speak  first?  Our  stories  are  related.  I'm 

her  mother. 

PRATT:  Certainly.  Go  ahead. 

TESTIMONY  OF 
DORIS  W.  PERKINS 
BIG  SPRING,  TEXAS 

PERKINS:  I am  Doris  Perkins,  and  I'm  from  Big  Spring,  Texas. 

I'm  going  to  read  my  writing  here.  "Your  husband  has  Huntington's 
chorea."  I'd  never  heard  of  it,  but  I soon  found  out.  It  spelled 
death,  and  there  was  no  cure.  That  was  in  1960.  Our  story  began 
some  7 or  8 years  prior  to  this  time.  My  young  husband  was  grow- 
ing more  irresponsible.  As  time  passed  by,  peculiar  personality 
traits  were  surfacing  and  he  was  becoming  awkward  in  his  walking 
and  stance.  He  became  nervous.  By  another  year  it  was  becoming 
more  difficult  for  him  to  keep  a job.  It  was  necessary  that  I 
seek  work  to  bolster  our  income.  By  this  time  we  had  two  children. 

In  1957  his  condition  worsened  to  such  a state  that  we  sought 
help  from  our  Big  Spring  State  Hospital.  There,  he  was  treated 
for  a nervous  condition  and  was  given  electric  shock  treatments. 
These  only  accelerated  the  nervous  condition.  He  returned  home 
and  his  condition  worsened.  He  was  no  longer  able  to  work.  In 
1960  we  again  sought  help  from  the  State  Hospital;  this  time  he 
was  seen  by  a panel  of  doctors — one  was  a psychiatrist  called  in 
from  another  city.  This  meeting  drew  to  a conclusion  and  we  were 
told  that  Arthur  had  Huntington's  chorea.  From  then  until  1968, 
when  we  learned  the  Committee  to  Combat  Huntington's  Disease  had 
been  organized,  we  existed  without  even  the  slightest  hope  an 
answer  would  be  found.  To  live  without  any  hope  is  a living  hell. 

My  husband's  father  had  been  diagnosed  in  the  Wichita  State 
Hospital  as  having  postinfluenzal  encephalitis.  No  grandparents 
had  manifested  any  signs  of  any  strange  illness  even  though  they 
all  lived  to  be  quite  elderly.  The  panel  of  doctors  had  assumed 
Mr.  Perkins  was  misdiagnosed  in  the  Wichita  hospital. 

My  husband  had  to  be  readmitted  to  the  hospital  by  about 
1962  for  custodial  care.  There  were  no  funds  available  to  allow 
him  to  be  kept  at  home.  It  was  dangerous  to  leave  him  alone  since 
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by  now  he  was  falling,  and  I had  to  know  he  was  being  cared  for  to 
have  the  peace  of  mind  necessary  to  work  and  supplement  our  income. 
We  only  had  help  from  Social  Security  as  my  husband  was  not  a 
veteran  of  the  services. 

By  the  time  my  husband  was  diagnosed  in  1960,  our  10-year-old 
son  was  already  showing  symptoms  of  Huntington's  disease.  He  had 
been  a top  student  in  school,  eager  to  learn.  Now,  in  the  fourth 
grade,  he  was  falling  behind,  writing  becoming  more  of  an  effort. 
He  began  feigning  illnesses  to  get  out  going  to  school.  Hospitali- 
zation and  numerous  tests  revealed  the  claimed  ailments  were 
foundless.  By  mid- '64  my  husband's  food  was  having  to  be  blended 
to  prevent  him  from  choking.  By  Thanksgiving  his  swallowing  re- 
flexes completely  gave  way.  He  lay  for  a long  7 weeks  when  starva- 
tion and  a weakened  heart  took  him  from  us.  This  was  in  January 
1965. 


Our  son,  then  15,  was  progressively  getting  worse:  stumbling, 

having  blackout  spells  and  falling.  The  humilitation  he  went 
through  with  his  classmates,  the  heartbreak  this  caused  his  sister 
is  indescribable.  (I'm  going  to  let  her  tell  you  about  that. 

Perhaps  she  can  express  these  feelings  for  you.)  Knowing  our 
family  history  of  Huntington's,  our  pediatrician  searched  for 
information.  So  little  could  be  found.  He  came  to  the  conclusion 
with  what  he  did  find  that  it  was  a disease  of  males  only,  which 
we  later  learned  is  certainly  not  true.  He  also  felt  it  couldn't 
be  Huntington's  because  the  material  said  it  usually  happened  at 
35  to  40  years  of  age.  In  October  '66,  Larry  had  his  first  grand 
mal  seizure,  the  first  we  had  ever  seen.  Needless  to  say,  we  were 
frightened  half  to  death.  An  EEC  was  run;  the  doctor  told  us  it 
was  epilepsy  but  dismissed  the  idea  of  Huntington's  being  the  cause, 
telling  us  that  Larry  was  too  young.  Treatment  began  with  various 
medications,  but  the  medications  did  not  help  much.  The  seizures 
grew  more  frequent  as  time  went  by. 

Then,  in  the  spring  of  1967,  we  were  referred  to  a neurologist 
in  Lubbock.  Dr.  [Oloffton]  ran  a series  of  tests.  This  time  our 
fears  were  confirmed:  Larry  had  Huntington's.  This  doctor  had 

seen  Huntington's  disease  as  young  as  4 years  of  age.  We  returned 
home  in  despair.  Larry  fell  and  injured  an  ankle  in  1968  and 
never  walked  again,  except  for  a short  period  of  time.  A strange 
thing  then  happened:  after  having  two  grand  mal  seizures  within 
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a 12 -hour  period,  the  next  day  Larry  arose  from  his  chair  and  was 
able  to  walk.  He  continued  to  walk  and  was  able  to  even  run  a 
little  for  a period  of  approximately  1 week.  (I  only  mention  this 
in  the  hopes  that  some  of  the  researchers  might  pick  up  a clue 
here  that  they  might  want  to  investigate.)  Then  Larry  reverted 
to  his  former  state  as  though  the  week  had  been  only  a miraculous 
dream.  We  dared  let  ourselves  hope  that  maybe  he  did  not  have 
Huntington's  disease  after  this  reversal  in  symptoms.  This  time 
we  sought  a second  opinion,  a noted  neurosurgeon  also  of  Lubbock. 

Dr.  [Dunn]  told  us  there  was  no  mistake,  that  Larry  had  Huntington's. 
Thus,  our  small  ray  of  hope  was  destroyed. 

How  does  one  cope  with  death  creeping  up  on  a loved  one, 
your  hands  helpless  to  deter  or  stop  it?  For  us,  we  existed,  one 
day  at  a time,  watching  death  slowly  engulf  our  loved  one.  Larry 
progressively  became  a complete  invalid,  having  to  be  fed  and  cared 
for  like  a baby.  He  was  not  able  to  hold  up  his  head;  sometimes 
the  frustrations  would  bring  on  petit  mal  (sometimes,  grand  mal) 
seizures,  making  it  more  difficult  to  feed  him.  We  went  through 
repetitious  pneumonia,  several  hospitalizations;  and  the  last  was 
a cruel  39  days,  with  every  lifesaving  technique  and  device  avail- 
able. He  had  trouble  with  collapsing  veins,  retention  of  some  30 
to  40  pounds  of  fluid  from  thel.V. 's.  His  skin  was  stretched 
almost  to  bursting.  The  doctor  was  dedicated  to  saving  Larry,  and 
he  recuperated  enough  to  go  home.  I had  advised  the  doctor  on 
leaving  the  hospital  that  I would  not  allow  Larry  to  endure  suffer- 
ing from  another  hospitalization  as  the  one  we  had  just  gone 
through.  He  cooperated  by  giving  him  medication  to  keep  him 
comfortable.  Finally,  pneumonia,  a weakened  heart  and  a merciful 
God  allowed  him  to  pass  from  his  torment.  Larry  was  only  19 
years  old  at  his  passing. 

What  does  the  future  hold?  I still  have  a beautiful  daughter 
who  is  at  risk.  She  has  a darling  little  boy  and  a second  child  on 
the  way.  My  husband's  brother  recently  died  with  Huntington's;  he 
has  an  at-risk  daughter;  they  have  an  at-risk  sister  and  she  has 
a son.  We  are  but  just  a few.  Has  our  family  seen  the  end  of 
Huntington's  disease?  Since  1968,  we've  watched,  we've  prayed, 
and  now  we  have  hope.  Because  of  the  work  of  CCHD,  other  dedicated 
organiz.ations  (hopefully,  the  Commission;  subsequently.  Congress) 
will  continue  support  on  behalf  of  all  with  Huntington's  disease 
and  the  at-risk. 
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Through  the  West  Texas  Chapter  of  CCHD,  we  have  encountered 
numerous  families  with  one  to  several  Huntington's  patients.  The 
at  risks  stemming  from  these  are  too  numerous  to  count. 

In  closing,  I wish  to  add  that  we  were  unable  to  obtain  any 
county,  city  or  state  help  because  my  salary  was  too  great.  (My 
salary  was  minimum  wage.)  Fortunately,  the  hospitalization  insur- 
ance I had  for  Larry  with  my  employer  was  extended  by  the  grace  of 
the  insurance  company  after  Larry  reached  18.  I had  hoped  to 
increase  the  amount  of  the  life  insurance  policy  to  help  with 
expenses  I knew  would  come,  but  the  cost  was  phenomenal  and  it 
had  to  be  bypassed. 

Thank  you  for  listening  to  my  story.  I sincerely  solicit 
your  support  in  any  way  possible  for  the  many  destitute  Hunting- 
ton's families  we  know  about  and  for  the  many,  many  more  we  know 
or  are  sure  remain  in  hiding  as  we  once  did. 

PRATT:  Thank  you,  Mrs.  Perkins.  You've  had  a hard,  long 

struggle . 

PERKINS:  I hope  it's  over. 

PRATT:  So  do  I.  Would  you  testify,  please? 

TESTIMONY  OF 
CAROL  A.  WOODS 
ARLINGTON,  TEXAS 

WOODS:  My  name  is  Carol  Woods.  I am  24  years  old  and  live 
in  Arlington,  Texas.  I am  at  risk.  Since  a very  young  age  I was 
aware  that  my  father  was  different  from  other  men.  Because  we  had 
only  my  mother's  income,  we  lived  in  a rundown  two-story  frame 
house,  which  was  all  that  we  could  afford.  As  a child  I understood 
nothing  about  low-income  or  near-poverty  states,  but  I did  know 
the  shame  and  embarrassment  I felt.  I didn't  want  any  of  my 
friends  to  know  where  I lived.  I was  also  embarrassed  that  my 
father  didn't  work,  like  other  daddies  did.  After  my  father's 
funeral,  I returned  to  school  to  hear  one  of  my  "dear  friends" 
telling  all  my  classmates  that  my  daddy  had  been  crazy  because 
he'd  been  in  the  State  Hospital. 
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Shortly  after  he  died,  my  15-year-old  brother,  Larry, 
started  having  problems  at  school  and  having  epileptic  seizures. 
All  the  years  he  was  in  school  the  other  kids  made  fun  of  him 
because  he  was  shy,  skinny  and  very  uncoordinated;  he  was 
different.  It  made  me  so  mad  that  they  could  be  so  cruel  and 
insensitive  and  could  not  understand  that  they  were  much  better 
off  than  he  was.  Around  this  time,  Larry  was  diagnosed  as 
having  H.D.  The  night  mother  told  me  that  Larry  was  going  to 
die,  I cried  most  of  that  night;  but  the  next  day  I had  to  be 
around  Larry  and  act  happy,  as  though  nothing  was  wrong.  Mother 
took  him  out  of  school  when  he  was  15.  (I  was  13  at  this  time.) 
Larry  was  totally  helpless  the  last  year  of  his  life.  Only  those 
living  with  him  could  understand  his  mumblings.  He  hardly  ever 
complained,  but  he  suffered  greatly.  He  was  content  to  just  eat, 
sleep  and  watch  TV  all  day  long.  Larry  had  a big  grin  that  he 
carried  with  him  to  the  very  end. 

Having  Huntington's  in  the  family  has  changed  my  life  a great 
deal.  Emotionally,  there  were  feelings  of  shame,  embarrassment, 
resentment,  anger  at  those  that  did  not  understand  and  fear  of  the 
uncertain  future.  But  because  of  all  this  I feel  that  I under- 
stand people  and  myself  better.  My  family  grew  in  love;  and  most 
importantly,  we  learned  patience  and  compassion  for  others. 

Of  all  the  problems  I have  faced,  perhaps  the  greatest  was 
knowing  that  I could  get  Huntington's.  As  a teenager,  I often 
thought  that  I'd  kill  myself  before  I'd  let  myself  get  like  Larry. 
When  I was  20  years  old,  I started  imagining  that  I had  Hunting- 
ton's. When  people  would  watch  my  hands,  I'd  get  very  nervous 
and  I wouldn't  be  able  to  perform  at  all.  I started  staring  at 
my  hands,  demanding  that  they  be  perfect,  more  perfect  than  normal 
people's.  If  I faltered  the  least  little  bit,  like  normal  people 
do,  I would  assume  that  I was  getting  Huntington's.  It  took  me 
quite  a while  to  realize  that  it  only  occurred  when  I felt  self- 
conscious  and  that  my  state  of  mind  made  all  the  difference.  I 
am  now  24  years  old,  married,  the  mother  of  one  son  and  expecting 
another  child  this  October.  I now  must  worry  about  their  futures. 

Everyone  at  one  time  or  another  worries  about  getting  cancer; 
it's  such  a dreaded,  awful  disease.  But  if  I was  given  a choice, 

I would  rejoice  in  choosing  cancer  over  the  dehumanizing  disease 
of  Huntington's  chorea.  [Pause.]  It  literally  strips  a person  of 
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all  his  dignity.  At  least  a cancer  patient  usually  dies  within  a 
few  months,  but  I... [pause.] 

N.  WEXLER:  That's  all  right.  Take  your  time. 

PRATT:  Would  you  like  us  to  go  on  and  come  back  to  you? 

WOODS:  No;  I'll  finish.  Knowing  that  my  father  and  brother 
had  symptoms  before  they  reached  my  present  age  gives  me  hope  that 
I may  have  escaped  Huntington's.  But  the  only  true  hope  lies  in 
continued  research.  Government  funding  is  desperately  needed.  As 
you  know,  the  U.T.  Health  Sciences  Center  at  Dallas  is  currently 
conducting  research  on  afterbirth  tissue  of  at-risk  patients.  I 
plan  on  doing  my  part  by  donating  to  this  project.  I am  very 
thankful  to  dedicated  researchers  like  Dr.  Sears  who  care  enough 
about  the  futures  of  H.D.  patients  and  their  families.  Only  when 
enough  people  care  will  help  be  realized. 

PRATT:  Thank  you  so  much.  It  was  difficult  for  both  of  you 

to  give  those  testimonies,  and  we  do  appreciate  it.  Questions? 

GUTHRIE:  I just  want  to  say  something  to  Carol.  You  know,  I 

met  your  mom  a long  time  ago.  She  was  one  of  the  first  people 
that  I met  in  Texas  who  was  involved  in  Huntington's.  So  much  has 
happened.  We  can  both  sit  here,  like  two  old  ladies;  right?  We 
can  tell  everybody  sitting  here  that  we  know  what's  happened 
since  we  met,  Doris;  right? 

PERKINS:  Yes. 

GUTHRIE:  I think  that  there  is  a future.  I'm  so  happy  to 

see  you  going  along  with  your  life,  doing  what  you've  got  to  do. 

I hope  that  with  your  courage  from  your  mom  ycu'll  keep  on 
going.  We're  all  behind  you. 

WOODS:  Thank  you. 

PRATT:  Dr.  Wu? 
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TESTIMONY  OF 
JANG-YEN  WU,  PH.D. 

ASSOCIATE  PROFESSOR 

DEPARTMENT  OF  CELL  BIOLOGY  AND  NEUROSCIENCE 
BAYLOR  COLLEGE  OF  MEDICINE 

WU : My  name  is  Dr.  Jang-Yen  Wu,  Associate  Professor  of 

Cell  Biology  and  Neuroscience  at  Baylor  College  of  Medicine. 

My  major  research  interest  is  in  neurotransmission  and  neurolog- 
ical disorders.  Today,  I just  want  to  tell  you  something  about 
the  research  that  I have  been  doing  and  something  about  other 
avenues  of  investigation  that  should  be  done  in  the  future. 

Huntington's  chorea  (or  Huntington's  disease)  is  a genetic 
neurological  disease.  The  etiology  and  pathogenesis  of  this 
disease  remain  unknown.  However,  due  to  recent  progress  in  neuro- 
science, it  seems  certain  that  in  Huntington's  disease  there  is  a 
massive  loss  of  neurons  in  certain  regions  of  the  brain  (such  as 
the  basal  ganglia)  and  a defect  in  certain  neurotransmitter 
systems  (such  as  the  GABA  system  and  the  acetylcholine  system) . 

Several  avenues  of  investigation  are  urgently  needed  if  we 
want  to  have  an  early  detection  and  effective  treatment  of  this 
disease:  First  of  all,  we  need  to  develop  a comparable  animal 

model  so  that  the  primary  defect  of  the  disease  can  be  elucidated 
and  various  surgical  and  therapeutic  treatments  can  be  tested  in 
animals  before  they  are  actually  applied  to  the  patients.  Perhaps 
this  project  can  be  most  effectively  developed  at  the  National 
Institutes  of  Health. 

Second,  we  need  to  develop  sensitive  methods  (such  as  neuro- 
immuno  assay)  for  various  neurotransmitters  and  their  synthetic 
enzymes  so  that  the  level  of  transmitters  and  their  synthetic 
enzymes  can  be  accurately  determined.  This  approach  may  be 
particularly  useful  for  clinical  screening  of  cerebrospinal  fluid 
and  biopsy  specimens  and  may  be  used  for  early  detection  of  this 
disease.  My  laboratory  has  developed  a sensitive  immunochemical 
method  for  measuring  the  amount  of  GABA- synthetic  enzyme  (glutamic 
acid  decarboxylase)  in  the  mammalian  central  nervous  system. 

Third,  we  need  to  characterize  the  rate-limiting  enzymes 
involved  in  the  biosynthesis  of  various  neurotransmitters  (such 
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as  glutamic  acid  decarboxylase  for  the  GABA  system  and  choline 
acetyltransferase  for  the  acetylcholine  system) , with  a special 
emphasis  on  the  regulatory  mechanism  of  these  enzymes  so  that 
specific  inhibitors  or  activators  can  be  developed  for  pharma- 
cological and  therapeutic  applications. 

Fourth,  we  need  to  elucidate  the  interrelationship  of 
various  neurotransmitters  (such  as  [corticolamine] , acetylcholine, 
and  GABA)  by  localizing  these  neurotransmitters  by  immunocytal 
chemical  techniques. 

In  summary,  Huntington's  chorea  is  no  longer  a disorder  of 
unknown  nature.  Substantial  progress  has  been  made  in  the  last 
several  years  towards  the  understanding  of  the  primary  defect  in 
this  disease  at  the  biochemical  level.  There  is  reason  to  be 
optimistic  that  in  the  near  future  an  early  detection  and  also  an 
effective  treatment  of  this  disorder  should  become  available.  It 
is  time  for  all  of  us  to  renew  our  commitment  to  fight  this  dis- 
order through  research.  I would  like  to  emphasize  that  research 
is  probably  the  only  key  to  the  solution  so  that  this  disease  can 
finally  be  overcome  after  more  than  100  years  since  its  discovery. 

PRATT:  Thank  you.  Dr.  Wu.  It's  heartening  to  hear  you  say 

that  progress  has  been  made  and  that  you  think  further  progress  is 
at  hand. 

GUTHRIE:  Especially  when  you're  sitting  next  to  her. 

PERKINS:  Yes;  very  good. 

PRATT:  Yes.  It  ought  to  cheer  up  all  of  us  here.  Are 

there  any  questions  for  Dr.  Wu?  [No  response.]  Carol,  I think 
we'd  like  to  ask  you  some  questions. 

N.  WEXLER:  Could  I ask  you  just  one  question,  Carol? 

WOODS:  Yes. 

N.  WEXLER:  Is  there  anything  or  anyone  that  could  have 

helped  you  that  would  have  made  your  life  easier  during  all  of 
these  years? 
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WCX)DS : I'm  sure,  if  I probably  would  have  had  counseling 

earlier.  Mother  helped  us  live  one  day  at  a time  pretty  well. 

We  had  to  face  realities  when  we  were  going  through  them.  She 
didn't  try  to  paint  a pretty  picture  for  us.  I think  we  learned 
to  cope  with  situations  as  they  came.  I know  that  many  of  my 
friends  were  always  saying,  "You're  so  much  more  mature  than  we 
are."  It  forced  me  to  be  mature  maybe  even  if  I didn't  care  to 
be . 

:j.  WLXLER:  This  is  an  area  where  we  do  want  to  try  to  make 

some  recommendations.  I think  you  have  an  extraordinary  and 
unique  family,  and  that's  why  I'm  pushing  a little.  I hope  you 
don't  mind.  There  are  not  that  many  mothers  who  would  give  after- 
birth tissue  for  H.D.  research.  I think  what  you're  doing  is  an 
extraordinary  thing.  As  someone  else  who  is  also  at  risk,  I 
personally  thank  you  for  it. 

I think  you  did  something  on  your  own  which  took  a lot  of 
doing:  to  figure  out  that  when  you're  upset  and  nervous  you  can 

do  all  the  kinds  of  things  that  people  with  beginning  H.D.  do; 
slip,  trip,  mumble,  fumble,  forget,  and  all  the  rest.  I'm  just 
wondering  if  there  isn't  some  way  so  that  you  wouldn't  have  to 
struggle  through  coming  to  that  realization  on  your  own  or  that 
it  wouldn't  take  so  much  time,  because  there  are  many  people  who 
don't  realize  that.  There  may  be  other  people  who  don't  get  to 
the  place  you  did.  If  there  had  been  some  group,  some  counselor 
or  somebody  you  could  just  call  up  and  talk  to  whenever  you  felt 
like  it,  would  that  have  been  helpful? 

WOODS:  It  would  have  been  a great  help.  I had  the  knowledge 

that  I gained  later  through  my  own  efforts  of  education  and  being 
with  more  educated  people.  But  I just  learned  to  be  more  self- 
actualized,  to  be  more  self-confident  instead  of  slipping  into  a 
nervous  state  and  just  letting  all  my  nerves  take  over.  I learned 
to  maintain  a calm  while  I was  in  stress  situations.  A lot  of 
mine  was  mental. 

N.  WEXLER;  Did  anybody  tell  you,  for  example,  that  children 
tend  to  get  the  disease  much  worse,  that  there  are  many  different 
kinds  of  ways  that  you  can  get  the  disease  (some  people  get  it  verv 
mildly  and  when  they're  very  old),  and  that  what  you  saw  with  your 
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brother  was  probably  the  most  extreme  form  of  the  disease  that  you 
can  have? 

WOODS;  No,  I've  never  heard  that. 

N.  WEXLER:  I think  it  sometimes  helps  to  know  that  kind  of 

thing . 

GUTHRIE:  That's  right.  You're  pointing  out  the  variability 

of  this  disease  even  within  one  family. 

N.  WEXLER;  Right. 

GUTHRIE:  I wanted  to  ask  something  along  a different  line, 

if  I may,  because  it's  also  important  for  our  understanding.  In 
your  case,  you  were  fortunate  that  your  mother  told  you  what  the 
situation  was  all  your  life  from  as  long  back  as  she  could  tell 
you.  We  heard  a story  today,  wasn't  it,  of  someone  who  found  out 
very  late  in  life.  I have  my  own  feelings  about  it,  but  knowing 
the  difference,  do  you  feel  it  was  good  for  you  or  bad  for  you  to 
know  long  ago  that  you  were  at  risk? 

WOODS:  I've  just  always  believed  that  knowledge  is  best. 

To  be  fully  aware  of  any  situation  is  better  than  to  just  walk 
blindly  through  life. 

PERKINS;  You  can  face  it,  if  you  know. 

GUTHRIE:  There  are  some  people  who  feel  it's  better  not  to 
tell  and  they  wait  till  the  very  end.  I happen  to  agree  with  you. 
I think  that  you  had  the  time  to  build  a rationale  as  to  how  you 
would  face  it  over  a long  period  of  time  when  it  was  still  far 
away  from  you. 

WOODS:  Right. 

GUTHRIE;  But  not  everybody  agrees  with  that. 

WOODS:  I used  to  observe  my  brother,  and  he  always  seemed 

so  happy.  He  was  so  content.  For  me  to  realize  where  he  was  at, 
and  he  didn't  know — maybe  there  is  a certain  bliss  in  ignorance. 
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PERKINS:  My  son  didn't  ever  know,  and  my  husband  never  knew 

that  they  had  a terminal  disease. 

WOODS : He  believed  it  was  only  epilepsy  and  that  he  would 

get  better. 

N.  WEXLER:  Did  anybody  ever  tell  you  it  was  okay  to  be 

miserable  and  cry? 


WOODS: 

Of  course. 

PERKINS 

: She  knows  that. 

WOODS: 

That's  why  I cry  so  much  [laughter.] 

LYI'ICH  : 

Did  you  feel 

I have  a question,  and  it's  kind  of  personal,  too. 
alone? 

PERKINS: 

: Me? 

LYNCH  : 

Both  of  you. 

PERKINS : 

: Very  much. 

LYNCH: 

to . 

Because  no  one  understood.  There  was  no  one  to  talk 

PERKINS ; 

: Right;  absolutely. 

LYNCH: 

Would  it  have  helped  if  you  could  have  talked  to 

someone,  just  someone  that  understood,  a compassionate  friend, 
if  nothing  else? 


PERKINS ; 

: Yes . 

LYNCH: 

Would  it  have  helped  you? 

VJOODS  : 

I had  a close  friend  that  I could  confide  in. 

LYNCH : 

Thank  you. 

PERKINS : 

: We  had  some  few  close  friends  that  didn't  look 
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on — of  course,  like  I said,  until  1968,  when  we  learned  about 
Marjorie  and  the  organization,  we  knew  nothing  about  the  disease. 

We  didn't  know  anything  about  it,  and  the  doctors  couldn't  tell 
us  anything  about  it.  The  fear  is  in  not  knowing.  You  can  face 
it  if  you  understand  the  disease,  I think. 

PRATT:  Thank  you  so  much,  all  three  of  you. 

GUTHRIE:  Doris,  I'm  going  to  be  leaving  early  and  I've  just 

got  to  say  out  loud — I can't  wait  to  tell  her — how  glad  I am  to 
see  you. 

PRATT:  Lena  P.  Jeahle,  Sue  Hendricks  and  Walter  Merrell. 

Would  you  come  up  to  the  table  and  sit  down,  please?  We're  going 
to  hear  Lena  Jeahle 's  testimony  first,  and  then  we'll  ask  for  yours. 
Thank  you. 

TESTIMONY  OF 
LENA  P.  JEAHLE 
MIDLAND,  TEXAS 

JEAHLE:  My  name  is  Lena  P.  Jeahle.  I'm  married  and  have  one 
child,  a son,  age  11.  My  mother  died  in  1952,  at  the  age  of  59, 
from  Huntington ' s ... [pause ] . She  was  one  of  seven  children,  and 
it  is  our  understanding  that  her  father  had  Huntington's.  However, 
we  haven't  been  able  to  verify  this.  Out  of  this  family  of  seven 
children  there  were  three  girls,  including  my  mother,  and  one  boy 
who  inherited  Huntington's.  Her  two  sisters  and  one  brother  died 
in  mental  institutions.  My  mother  lived  at  home  until  her  death, 
except  for  a brief  time  spent  at  John  [Sealy]  hospital  in 
Galveston,  Texas,  where  she  was  admitted  about  a year  before  her 
death. 

Because  we  were  extremely  poor  and  had  no  access  to  welfare 
(as  it  is  known  today),  we  suffered  greatly ... [pause] ...  from 
hunger  and  deprivation,  and  my  mother  especially  suffered  because 
she  did  not  have  the  medical  care  needed  during  the  years  of  her 
illness.  Our  family  knew  the  stigma  of  this  disease  very  well; 
therefore,  we  can  identify  readily  with  Woody  Guthrie's  miseries, 
suffering  in  his  childhood  because  of  his  mother's  illness.  His 
description  in  his  book  Bound  for  Glory  is  a very  moving  and 
real  account  of  what  it  is  like  to  know  Huntington's. 
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I lived  with  shame  and  mistreatment  in  growing  up  with  what 
people  in  our  hometown  called  "insanity,"  even  though  my  mother 
was  a brilliantly  intelligent  woman.  As  described  by  Marjorie 
Guthrie,  Woody  Guthrie  was  mentally  alert  until  the  day  he  died. 
That  he  was  alert  in  a shell  of  a body,  so  too  was  our  mother. 
True,  she  had  periods  when  it  was  as  though  she  was  spiritually 
away,  but  always  that  memory  and  alertness  would  return.  I wit- 
nessed my  mother's  body  deteriorate  from  the  ravages  of  the 
disease;  and  when  she  died  in  1952,  it  was  a great  loss  to  us,  but 
we  also  felt  a certain  sense  of  thankfulness  to  see  her  released 
from  the  terrible  agony  of  the  cruelty  of  Huntington's.  We  did 
not  learn  until  years  later  that  her  disease  had  been  diagnosed 
in  Galveston  as  Huntington's  chorea. 

In  1955  one  of  my  brothers,  age  35,  a career  Army  officer, 
committed  suicide,  and  now  many  of  us  in  the  family  believe  that 
it  was  because  he  knew  he  was  developing  Huntington's.  He  left 
two  at-risk  daughters.  Since  that  time,  from  our  family  of  10 
children,  two  sisters  (ages  52  and  54)  are  now  in  hospitals.  The 
54 -year-old  sister  began  suffering  from  the  first  signs  of  Hunt- 
ington's in  about  1963  and  even  earlier.  She  had  psychiatric 
consultation  after  a complete  breakdown,  and  the  psychiatrist 
never  really  told  her  that  she  had  Huntington's.  He  was  treating 
her  for  a deep  psychosis  and  depression.  She  had  become  addicted 
to  tranquilizers.  Ultimately,  she  ended  up  abandoned  by  her 
husband  in  a nursing  home  and  became  a ward  of  the  State  under 
the  welfare  program.  Her  children,  a son  and  daughter,  tried  to 
make  lives  for  themselves  after  a very  hectic  teenage  period  with 
family  problems,  the  suffering  of  their  mother  from  Huntington's, 
and  the  chaotic  destruction  of  their  family  unit.  Her  husband 
could  not  cope  with  the  disease  and  the  financial  burden;  and 
therefore,  he  finally  succeeded,  after  deserting  her,  in  obtaining 
a divorce  last  year,  after  29  years  of  marriage.  She  is  now  in 
Dig  Spring  State  Hospital,  where  she  is  receiving  only  custodial 
care,  or  at  least  that  is  the  impression  I get  in  visiting  her. 

My  52-year-old  sister  was  in  a state  mental  hospital  for 
about  10  years  in  New  Jersey,  as  her  husband  was  unable  in  the 
beginning  of  her  illness  to  find  a nursing  home  that  would  accept 
her.  After  she  became  bedfast  in  the  mental  hospital,  the  doctors 
there  notified  her  husband  that  she  no  longer  needed  to  be  there 
and  should  be  in  a nursing  home  situation.  He  found  a nursing 
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home  that  reluctantly  agreed  to  take  her.  Her  care  there  is  very 
good.  However,  I do  not  believe  that  they  know  what  her  problem 
is,  as  the  nurses  in  charge  do  not  seem  to  be  aware.  She  is  just 
a shell  now,  weighing  about  85  pounds.  (By  the  way,  she  still 
knows  who  ^ ami  I saw  her  last  year.)  She  is  not  expected  to 
survive  much  longer.  My  brother-in-law  tells  me  that  the  Social 
Security  doctors  never  would  agree  that  her  problem  was  Hunting- 
ton's, only  that  they  think  she  had  multiple  sclerosis.  He  was 
able  to  secure  disability  income  for  her  under  Social  Security 
since  she  had  worked  and  paid  into  the  program.  However,  if  it  had 
not  been  for  the  fact  that  he  had  insurance  coverage  which  has 
helped  with  the  expense  of  her  care,  there  would  have  been  an 
impossible  burden  for  him  to  bear. 

In  December  1976,  after  many  efforts  on  my  part  to  seek  help 
through  various  Government- funded  agencies  (mental  health  and 
mental  retardation,  family  counseling  services,  the  Veterans 
Administration,  et  cetera)  my  only  alternative  to  get  aid  for  my 
39-year-old  brother,  who  is  in  the  first  stages  of  the  disease, 
was  to  have  him  committed  by  court  order  to  Big  Spring  State 
Hospital.  I had  sought  on  several  occasions,  to  no  avail,  to  get 
him  hospitalized  on  an  indefinite  basis  in  Big  Spring  VA  Hospital. 

He  had  served  in  the  Army  and  I felt  was  entitled  to  VA  care. 
However,  even  though  he  was  diagnosed  in  Big  Spring  by  the  VA 
doctors  as  having  Huntington's,  I was  informed  that  he  could  not 
be  hospitalized  indefinitely  in  a VA  hospital  unless  he  himself 
so  requested.  As  anyone  knows  who  is  familiar  with  the  disease, 
an  affected  person  is  not  responsible  for  himself  and  needs  help 
from  someone  else.  In  effect,  his  problem  culminated  in  a court 
order  for  treatment  in  a mental  hospital  where,  as  I have  witnessed 
over  and  over  again,  it  is  only  a place  simply  for  custodial  care, 
with  no  real  effort  on  the  part  of  the  doctors  and  nurses  to 
really  treat  the  disease  itself.  It  is  just  a place  for  the  patient 
to  languish  and  die.  The  court  order  stipulated  that  my  brother 
would  be  moved  to  a VA  hospital  for  detention  and  care.  That  was 
in  December  1976;  and  to  date,  he  is  still  in  the  Big  Spring  State 
Mental  Hospital.  Apparently,  there  is  no  cooperation  and  contact 
between  Big  Spring  State  Hospital  and  the  VA  hospital  system. 

My  youngest  sister,  age  43,  is  now  in  the  first  stages  of 
the  disease,  and  she  is  still  at  home  with  her  husband  and  daughter. 
They  do  not  wish  to  discuss  the  problem  and  don't  really  have 
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anywhere  to  turn  for  the  financial  help  and  guidance  they  will 
need  eventually.  They  live  in  Santa  Fe,  New  Mexico.  So,  out  of 
a family  of  10,  we  now  know  there  are  four  affected  and  one  who 
killed  himself. 

I want  to  say  thank  you  to  Marjorie  Guthrie  for  giving  us 
the  beginning  and  for  hope.  However,  I have  learned  that  despite 
her  valiant  efforts  in  establishing  the  Committee,  the  many  devoted 
volunteers  in  behalf  of  the  Committee  and  the  many,  many  fine 
doctors  who  are  involved  in  the  day-to-day  research  trying  to 
unlock  the  secrets  of  this  terrible  disease,  we  are  still,  in  a 
sense,  in  the  Dark  Ages,  as  it  were,  regarding  the  public's  under- 
standing of  Huntington's  and  its  impact  upon  the  affected  individ- 
ual and  family  involved.  We  still  have  to  hide  the  truth  to  save 
our  jobs,  to  gain  employment  and  to  secure  insurance,  both  life 
and  medical.  We  are  discriminated  against  in  this  regard.  There 
are  many,  many  doctors  who  do  not  wish  to  discuss  the  disease, 
who  almost  seem  afraid  to  discuss  it.  There  is  no  real  effort  on 
the  part  of  mental  institutions  to  learn  about  the  research  being 
done  and  the  possible  treatment  available,  no  cooperation  between 
mental  institutions  and  VA  services  to  provide  the  best  care  for 
the  Huntington's  patients.  The  outdated  medical  description  of 
the  disease  is  still,  to  this  day,  appearing  in  medical  and 
reference  publications  as  it  was  described  by  Dr.  Huntington 
himself.  This  can  be  verified  by  reading  the  latest  "Encyclopedia 
Britannica."  I wonder  if  the  same  is  still  being  taught  in  the 
medical  schools  across  the  land. 

However,  in  spite  of  all  the  frustrations  I have  experienced 
with  those  of  my  loved  ones  and  the  ever-present  thoughts  of  being 
at  risk  myself,  as  well  as  the  fear  for  my  son,  I still  have  hope 
that  with  the  establishment  of  this  Commission  by  Congress  we  will 
soon  have  the  real  help  that  we  need  now.  That  help  is  needed  in 
the  form  of  the  establishment  of  special  nursing  care  facilities 
for  Huntington's  patients,  with  specially  trained  staffs  to  run 
them;  an  ever  increasing  effort  into  research;  and  financial 
assistance  to  those  many  families  who  do  not  have  the  means  to  get 
the  help  they  need.  We  need  less  red  tape  in  securing  the  help 
we  need.  We  need  less  talk  about  can  be  done.  What  we  need  is 
action,  and  we  need  it  now!  Thank  you  for  letting  me  tell  my 
story,  if  only  briefly.  I will  submit  a detailed  report  later. 
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PRATT:  Thank  you,  Mrs.  Jeahle.  It  was  well  told,  and 

forcefully.  We  have  with  us  now  Sue  Henricks  and  Walter  Merrell 
from  the  Texas  Ataxia  Foundation.  Will  you  give  us  your  testimony, 
please? 


TESTIMONY  OF 

WALTER  MERRELL,  PRESIDENT 
TEXAS  ATAXIA  FOUNDATION 

MERRELL:  I want  to  say  first  that  we're  here  on  behalf  of 

the  National  Ataxia  Foundation  in  Minneapolis,  Minnesota,  and  also 
the  newly  organized  Texas  Ataxia  Foundation,  which  we're  working 
on  down  here  right  now. 

Madam  Chairman,  distinguished  members  of  the  Commission:  The 

Texas  Ataxia  Foundation  is  extremely  excited  about  the  formation  of 
the  Commission  for  the  Control  of  Huntington's  Disease  and  Its 
Consequences,  as  hereditary  ataxia  victims  share  the  same  plight 
of  those  who  suffer  from  all  genetic  disorders.  With  so  much  in 
common,  the  TAF  feels  very  strongly  that  it  could  have  an  impact 
by  providing  public  testimony  to  this  Commission. 

A questionnaire  addressing  the  specific  issues  raised  by  the 
Commission  was  mailed  to  every  known  ataxia  victim  in  the  United 
States.  The  answers  provided  have  proved  very  enlightening  to  all. 
They  have  shown  that  the  victims  of  hereditary  ataxia  and  their 
children  are  marked  men  and  women:  They  are  unable  to  get  or 

keep  jobs;  only  a few  are  eligible  for  life  insurance;  the  ataxic 
teenager  is  ridiculed  by  his  peers;  and  the  social  stigma  of  having 
ataxia  in  the  family  makes  for  many  heartbreaking  experiences. 

People  who  are  physically  handicapped  with  ataxia  are  usually 
mentally  alert.  They  should  not  be  required  to  live  in  institu- 
tions with  the  mentally  handicapped,  but  should  be  challenged  to 
use  their  minds  and  keep  alert.  Most  ataxia  victims  prefer  to  stay 
at  home  with  their  families.  Wheelchairs,  rails  along  the  walls, 
and  other  special  equipment  must  be  available  to  these  victims  so 
that  they  may  remain  in  their  homes  as  long  as  possible. 

The  victims  and  their  families  desperately  need  counseling  on 
ways  to  cope  with  ataxia  and  the  social,  economic,  and  spiritual 
problems  that  result  from  the  disorder.  Social  services  do  help. 
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But  the  problems  of  a hereditary  disease  are  different  than  most 
other  diseases,  and  a specially  trained  person  is  needed  to  help 
the  families  understand  and  cope  with  these  problems. 

I can  personally  testify  to  many  of  the  facts  revealed  in  the 
National  Ataxia  Foundation  questionnaire.  My  uncle,  nephew, 
cousin,  and  myself  have  personally  fought  the  dreadful  disease  of 
ataxia.  I saw  my  relatives  degenerate  to  a vegetated  state  until 
they  succumbed  to  death.  They  were  helped  from  chair  to  chair; 
they  had  to  have  help  to  button  their  shirts  and  bring  food  to 
their  mouths;  they  even  had  to  be  pounded  on  their  backs  as  they 
often  choked  on  their  food.  All  relatives  cried  in  their  sleep  as 
time  took  its  toll  on  the  victim  of  ataxia. 

Although  my  condition  is  now  only  that  of  restricted  mobility 
and  soon  to  be  confined  to  a wheelchair,  I am  having  to  shorten  all 
of  my  long-term  plans  and  prepare  my  life  for  the  fate  of  my 
relatives  who  have  succumbed  to  ataxia.  I know  what  it  feels  like 
to  live  for  30  years  of  my  own  life  in  constant  dread  that  I was 
developing  the  first  symptoms  of  ataxia.  I remember  the  countless 
times  that  I looked  back  at  the  tracks  I had  made  just  to  see  if 
they  were  in  a straight  line  or  if  they  were  wandering  from  side 
to  side.  I remember  the  times  I stumbled  just  as  anyone  else  would 
under  the  circumstances,  but  to  me  the  question  always  arose,  "Was 
this  a stumble  that  a normal  person  would  make,  or  were  my  reactions 
being  slowed  down  by  ataxia?"  I could  go  on  for  hours,  but  really, 
it  is  an  endless  story.  It  is  still  going  on  in  the  lives  of 
thousands  of  ataxia  victims  at  this  moment. 

I am  not  speaking  before  you  today  for  a miraculous  cure  for 
myself,  but  I am  pleading  for  the  10-year-old  child  who  has  her 
life  in  front  of  her  and  her  family  who  has  discovered  that  she 
has  only  10-20  years  of  life  left,  and  these  years  must  be  lived 
in  a disabled  and  handicapped  body.  I'm  pleading  for  help  for  the 
countless  men  and  women  who  are  affected  by  ataxia,  Huntington's 
disease,  and  the  hundreds  of  other  hereditary  diseases  that  are 
fast  becoming  one  of  the  greatest  health  problems  in  our  Nation. 

I know  that  every  victim  of  ataxia  and  family  would  be 
extremely  pleased  with  the  work  of  this  Commission  and  proud  that 
the  Texas  Ataxia  Foundation  is  represented  here  today.  Thank  you. 
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PRATT;  Thank  you.  We  understand  your  problems,  and  we're 
fighting  for  all  neurological  diseases.  Questions?  [No  response.] 
Will  you  now  testify,  please? 

TESTIMONY  OF 
SUE  HENDRICKS 
SECRETARY 

TEXAS  ATAXIA  FOUNDATION 

HENDRICKS:  Good  afternoon.  I'm  Sue  Hendricks,  Cedar  Hill, 

Texas,  mother  of  a 10-year-old  daughter  who  has  Friedreich's 
ataxia.  Friedreich's  ataxia  is  a progressive,  degenerative 
disease.  Also,  I'm  the  mother  of  a 4-year-old  who  thus  far  has 
shown  no  symptoms  of  this  hereditary  disease.  Having  a young 
daughter  myself,  and  seeing  her  progressively  get  worse  each  year, 

I can  relate  to  so  many  problems  and  conflicts  that  affect  ataxia 
victims  and  their  families,  and  also  to  the  many  similarities  to 
Huntington's  disease. 

My  daughter  has  had  the  disease  3 to  4 years.  She  is  marked 
in  many  ways,  and  her  future  is  very  restricted,  creating  problems 
and  conflicts  in  everything  that  she  does;  walking  up  the  steps 
to  school  is  an  effort  for  her;  seeing  her  try  to  keep  up  with 
her  friends  and  playmates  and  trying  to  make  her  comfortable  at 
night  and  ease  her  constant  complaint  of  leg  aches.  At  the 
present  time,  there's  no  known  treatment  for  her  condition.  There 
is  some  value  to  physical  therapy,  especially  in  her  case  because 
of  her  very  slow  progression.  Current  research  should  be  directed 
toward  finding  a cure  for  this  terrible  disease  and  the  many  other 
neurological  diseases,  including  Huntington's  disease. 

I represent  one  of  the  new  members  of  the  Texas  Ataxia  group, 
a chapter  of  the  National  Ataxia  Foundation  in  Minneapolis.  We 
are  in  hopes  of  getting  our  chapter  incorporated,  and  hopefully 
coming  in  contact  with  other  families  who  have  encountered  some 
of  the  same  problems  as  ourselves  and  increase  public  awareness 
about  ataxia.  We,  the  Texas  Ataxia  group,  would  most  encourage 
and  coordinate  all  worldwide  research  on  ataxia  and  Huntington's 
disease.  Ataxia  victims  have  very  few  choices  in  life.  But  I do 
have  a choice,  by  supporting  all  research  and  any  national  funding 
for  the  various  neurological  disorders,  including  Huntington's 
disease  and  ataxia. 
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PRATT:  Thank  you  so  much. 

(JUTHRIE:  I just  wanted  to  say  for  the  record  that  I'm  so 

pleased  that  you're  here,  because  I do  believe  sincerely  that  your 
problems  are  so  close  to  ours  and  there  are  so  many  other  agencies 
who  have  similar  problems.  If  we  could  all  find  a way  to  speak 
together  collectively,  we  would  find  that  we  could  be  heard  much 
better  and  get  better  results.  I am  very  proud  that  Dr.  Larry 
(Scutt),  who's  the  founder  of  your  organization  in  Minneapolis,  has 
been  a very  close  and  dear  friend  of  ours,  and  he,  I know,  agrees 
with  this  philosophy.  We  just  have  to  keep  working  harder.  I'm 
going  to  suggest  that,  being  here  in  Texas,  it  might  be  nice  if 
you  could  at  some  future  date  meet  with  some  of  our  families  and 
start  this  cooperative  effort  of  meetings... 

N.  WEXLER:  ...that  are  needed  by  people  here.  If  one  group 

is  developing  an  inventory,  it's  silly  to  do  it  twice.  I think 
if  one  or  two  from  your  group  could  meet  with  one  or  two  from  this 
group,  the  multiple  sclerosis  group,  the  muscular  dystrophy  group 
and  other  groups  that  may  have  a little  better  funding,  you  might 
find,  in  fact,  that  they've  even  done  a lot  of  this,  and  it  will 
save  you  time.  When  we  have  our  recommendations,  we  will  certainly 
send  them  to  you.  I hope  that  maybe  all  of  our  organizations  can 
work  together  to  try  to  push  them  through  Congress. 

MERRELL:  We  would  very  much  love  that. 

HENDRICKS:  Yes. 

MERRELL:  We  realize  that  the  problems  we  encounter  as  ataxia 

patients  and  victims  are  the  same  problems  of  any  other  hereditary 
disease:  physical  barriers,  architectural  barriers,  household 

problems,  working  problems  and  other  problems. 

GUTHRIE:  Lena  is  sitting  right  here  hearing  you,  too.  She 

is  learning  how  important  it  is  to  realize  that  the  very  same 
things  she  said  in  her  written  testimony  are  the  same  things  you 
said,  without  knowing  each  other. 

MERRELL:  They're  very  closely  related,  yes. 

N.  WEXLER:  It's  one  vote  for  each  of  us  that  we've  got  to 

get  on  the  gun  here.  You've  got  a lot  of  guts. 
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PRATT:  Thank  you  all  so  much.  Dr.  Sears,  Rebecca  Walker 

and  Mr.  Lynch. 

TESTIMONY  OF 
JOHN  T.  LYNCH 
DALLAS,  TEXAS 

LYNCH:  My  name  is  John  Lynch.  I was  raised  in  Dallas.  July 

13  I'll  be  50  years  old;  on  July  10  my  wife  will  be  50.  On  November 
27  we  will  have  been  married  30  years.  When  we  married  we  knew  her 
father  had  Huntington's  disease.  We  knew  that  there  was  a 50-50 
chance  that  either  she  or  her  sister  would  develop  Huntington's 
disease.  We  went  to  Oklahoma  after  we  were  married.  We  were 
married  while  I was  still  in  college.  I lived  off  the  campus. 

We  had  a very  enjoyable  nonstudent  but  student-affiliated  life. 

We  moved  to  Texas.  We  had  been  married  7 years  when  our  oldest 
daughter  was  born.  (You  met  her  this  morning,  Rhonda  Green.) 

Three  years  later,  when  we  were  30,  the  second  was  born,  Kim. 

Both  girls  are  married. 

My  wife's  grandmother  had  Huntington's.  She  died  in  a state 
hospital  at  Terrell.  In  fact,  my  wife's  grandmother  was  born  be- 
fore Huntington's  disease  was  diagnosed  as  a disease.  She  was  born 
in  1850. 

The  problems  that  I have  had,  that  my  family  has  had,  are 
probably  not  unique.  We  were  unaware  of  some  of  the  manifestations 
of  Huntington's  disease,  one  of  which  was  the  extreme  paranoia 
that  my  wife  exhibited.  She  was  particularly  paranoid  about  motor- 
cycles and  people  persecuting  her.  The  actual  symptoms  of  this 
extreme  paranoia  probably  started  in  1959  or  '60.  Both  of  my 
girls  grew  up  knowing  their  mother  was  at  risk,  but  not  knowing 
whether  she  had  it  or  not.  They  saw  their  grandfather  die.  They 
knew  what  he  had.  They  also  knew  that  their  mother's  behavior  was 
not  normally  expected  behavior;  they  knew  that  it  was  erratic. 

I was  accused  of  having  an  affair  with  the  ladies  on  both  sides  of 
me;  and,  believe  me,  I have  better  sense  than  that.  I was  accused 
of  many  things,  the  girls  were  accused  of  many  things,  and  all  of 
them  were  basically  a figment  of  her  imagination,  of  her  mental 
condition . 
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She  was  diagnosed,  and  the  diagnosis  was  given  to  us  on  June  2 
1970.  She  knew  she  was  at  risk,  but  the  problem  that  we  en- 
countered is  the  same  problem  that  everyone  else  encounters:  a 

reluctance  on  the  part  of  the  at-risk  person  to  get  a medical 
diagnosis.  It  reached  the  point  that  I moved  out  of  the  house  in 
order  to  force  her  into  the  hospital.  Her  doctors  in  the  hospital 
were  two  neurosurgeons  and  a psychiatrist.  I continued  attempting 
to  work  with  the  neurosurgeon,  and  in  one  year  I called  him  34 
times  and  received  no  return  phone  calls.  I was  disappointed  in 
this.  I was  disappointed  very  badly,  until  a friend  of  mine,  who 
is  a chemist--and  I am  a chemist,  by  the  way — told  me  to  go  to  the 
University  of  Texas  Medical  Center,  that  they  had  people  over  there 
that  would  try  something.  I think  that  that  was  a turning  point 
for  us:  first,  because  we  became  acquainted  with  people  in  a like 

condition . 

Let  me  return  to  1970.  When  my  wife  went  to  the  hospital, 
there  was  a girl  from  Oklahoma  in  her  room.  My  wife  asked  this 
girl,  "What  are  you  in  here  for?"  She  said,  "They  think  that  I 
have  a breast  tumor."  The  girl  asked,  "What  are  you  in  here  for?" 
My  wife  said,  "You've  probably  never  heard  of  it,  but  we  think 
that  I have  Huntington's  chorea."  This  girl  said,  "No.  I know 
what  it  is.  My  uncle  has  it."  The  irony  of  the  situation  was 
that  when  my  wife  was  that  age  we  had  just  returned  from  Oklahoma 
and  my  wife  had  had  breast  surgery  for  a tumor.  This  was  just  an 
ironic  twist  of  fate,  I think.  But  the  fact  that  the  girl  knew 
what  it  was  was  a little  bit  of  a help  to  her,  I think. 

My  own  emotional  problems  were  not  helped  any  after  the 
diagnosis.  I survived  a rather  traumatic  year  and  a half  because 
of  very  good  friends.  In  the  case  of  my  wife's  Huntington's 
disease,  it  has  not  been  hidden  as  it  is  done  in  a lot  of  cases. 

The  doctors  have  offered  us  little  hope  as  far  as  treatment,  regres 
sion  [sic]  or  a cure;  but  at  least  there  are  controls.  For  approxi 
mately  4 years  now  Dr.  Sears,  at  the  medical  center,  has  been 
working  with  my  wife,  trying  to  at  least  control  the  problem. 

Both  of  my  daughters  are  participating  in  the  programs.  Kim  gave 
the  placental  membrane  when  her  baby  was  born,  and  Rhonda  has 
been  in  the  cerebrospinal  fluid  program.  I'm  trying  to  talk  Kim 
into  the  cerebrospinal  fluid  program,  but  I'm  not  trying  to  talk 
Rhonda  into  the  placental  membrane  program. 


3-467 


Dallas,  Texas 


May  3,  1977 


As  a father,  I considered  this  Huntington's  disease  very 
strongly.  When  Rhonda  was  15  I was  very  seriously  considering 
sterilization  for  those  girls.  That  was  not  an  idle  considera- 
tion, but  it  was  very  real.  I hope  that  logical  reason  pre- 
vailed, because  that  is  not  a decision  that  I could  make. 

As  I stated  previously,  we  have  some  very  wonderful  friends 
who  know  what  Huntington's  disease  is;  they  know  what  it  does, 
and  they  accept  us,  accept  my  wife.  She  is  at  the  point  now 
where  she  can  hardly  feed  herself  or  take  care  of  her  own  needs, 
so  she's  in  a nursing  home. 

She  remained  at  home  as  long  as  possible.  As  near  as  I can 
estimate,  to  keep  her  at  home  my  costs  probably  exceeded  $1,000 
a month  last  year.  This  was  for  someone  to  come  in  and  take  care 
of  her,  to  prepare  the  food,  to  make  sure  that  she  was  bathed, 
to  make  sure  that  she  didn't  run  away.  In  many  respects  she  has 
the  attitude  of  a very  small  child.  She'll  run  away  and  go  to  the 
park  just  to  sit  on  a park  bench  and  watch  the  kids  play.  July 
25  she  was  struck  by  an  automobile  before  I was  leaving  to 
take  a Boy  Scout  troop  camping.  Dr.  Jim  Henry,  who  was  here, 
is  specifically  the  family  physician.  She  was  struck  by  an  auto- 
mobile, she  was  in  the  hospital  for  one  day.  Fortunately,  she 
suffered  no  serious,  permanent  damage.  The  Garland  Fire  Depart- 
ment was  well  aware  of  her  condition,  and  within  2 minutes  of  the 
accident  they  were  there  and  had  her  in  the  hospital  and  were 
in  contact  with  me.  My  experiences  with  the  Garland  Police 
Department  were  not  nearly  as  fruitful.  I don't  know  why,  and 
I guess  it's  immaterial  now. 

This  last  year,  before  I was  leaving  to  take  the  Boy  Scouts 
camping,  she  fell  down  the  stairs  at  the  house.  With  the  financial 
burden  that  I've  had  over  the  past  2 years,  the  one  savinq  grace 
was  that  I did  have  drug  benefits  through  Blue  Cross-Blue  Shield. 
They  paid  all,  except  $2  on  each  prescription,  and  the  drug  bills 
were  horrendous.  There  is  no  financial  support  given  to  me  for 
her.  I'm  in  that  category  of  one  of  the  affluent  Americans  who 

is  slowly  but  surely  being  devastated  bv  custodial  care  and 
financial  burdens  that  I incurred  while  she  was  progressively 
getting  worse.  Insurance  is  absolutely  unobtainable  for  her, 
but  I did  take  out  insurance  policies  on  her  when  we  were  both 
very  young.  When  I told  my  insurance  agent  what  was  happening. 
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he  inuncdiateiy  took  care  of  the  policies  so  that  they  could  not 
be  cancelled  by  his  company.  All  of  her  dividends  go  into  paid-up 
insurance  now.  They  can't  take  that  away  from  her.  I have 
attempted  to  work  with  Social  Security,  but  all  I get  is  a big 
fat  bureaucratic  "no." 

When  my  wife  was  able  to  help  herself,  the  Visiting  Nurses' 
Association  brought  "meals  on  wheels"  at  lunch,  which,  as  I stated 
earlier,  made  her  aware  of  the  fact  that  she  had  to  take  medicine. 
I portioned  out  the  medicine  and  I woke  her  up  at  6 o'clock  in  the 
morning  and  gave  it  to  her,  and  she  took  it  at  lunch.  She  was 
always  in  bed  when  I arrived  at  home,  anywhere  between  7 and  8 
o ' clock . 

During  the  past  4 years,  approximately,  I have  been  working 
at  between  two  and  four  jobs  a week;  some  of  them  are  not  as 
financially  rewarding  as  some  of  the  others,  but  it  was  an  attempt 
to  get  additional  income  in  order  to  help  take  care  of  her  and 
pay  part  of  the  expenses. 

As  I said,  I think  the  turning  point  in  our  lives  was  coming 
in  contact  with  the  medical  center  and  Dr.  Sears.  As  a result  of 
that,  we  have  found  people  with  like  problems,  and  we've  also 
found  that  some  of  them  have  little  bit  different  problems.  They 
are  families,  they  are  people  at  risk.  As  a result  of  these 
contacts,  we  have  organized  the  local  Huntington's  disease  groups. 
We're  located  on  Anson  Road.  We  have  a telephone  number,  and  we 
can  be  reached  any  time.  There  is  a recorder  there  to  take  down 
messages.  Our  telephone  number,  in  case  anyone  is  interested, 
is  Area  Code  214,  630-4050.  If  there's  no  one  there,  just  talk 
into  the  recorder. 

For  16-1/2  years  I was  employed  by  [Vaught]  Corporation,  and 
about  6 weeks  ago  I v/as  laid  off  from  there.  So  there  were 
the  medical  benefits.  I am  associated  with  a consulting  engineer- 
ing firm.  They  took  out  some  insurance  and  they  made  it  a point 
to  put  me  into  the  program  that  does  cover  my  wife's  drug  bills 
and  any  medical  expenses  other  than  custodial  care.  I think 
that  that's  about  my  story. 

PRATT:  Thank  you  so  much.  Questions? 
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GUTHRIE:  I think  it  is  important  to  ask,  do  you  have  a 

specific  recommendation  that  you  would  like  to  make  to  us  to  give 
in  our  report? 

LYNCH:  I am  aware  of  the  research  that's  going  on.  I know 

that  there  are  many  organizations  doing  very  fine  research.  I 
personally  am  not  qualified  to  judge  this  research.  I read  the 
papers;  I read  the  journals.  I know  that  work  is  being  done  in 
the  field  of  electrochemistry  on  studying  the  neurological  system. 

I always  consider  MIT  an  engineering  school,  but  MIT  is  doing 
work  with  the  gamma-aminobutyric  acid  levels  in  mice  brains. 

I think  one  area  where  a very  good  service  could  be  performed 
would  be  to  bring  together  all  of  these  types  of  workers  and  all 
of  this  type  of  work  into  a single  information  center,  if  you  will, 
so  that  Dr.  Sears,  Dr.  Rosenberg  and  these  other  doctors  can  have 
access  to  this;  so  that  the  electrochemist  at  Kansas  State,  I 
believe,  who  knows  that  a problem  exists  can  perhaps  apply  his 
talents  to  it;  so  that  the  Dr.  Gothelfs  and  the  pharmacologists 
can  go  somewhere  and  find  out  where  additional  information  is 
available,  where  more  fruitful  work  can  be  performed.  I think  this 
is  one  area. 

As  far  as  my  own  personal  experience,  I think  that  we  should 
get  more  information  to  the  individuals  in  the  form  of  social  and 
psychological  help.  Certainly,  financial  counseling  would  have 
been  very  welcome  over  the  past  few  years.  Financial  help  is 
always  needed.  In  my  opinion,  it  is  mandatory.  It's  going  to 
take  dollars  to  do  these  things.  I think  that  the  lack  of 
knowledge,  just  very  cursory  knowledge--as  Dr.  Henry  said,  he 
sees  only  one  in  22  years.  In  my  opinion,  the  fact  that  he  was 
aware  of  it  is  significant.  There  are  a number  of  doctors,  a 
number  of  supposedly  well-qualified  men  that  are  not  only  ignorant 
of  Huntington's  disease  and  some  of  these  other  neurological 
diseases,  they  are  absolutely  dangerous.  Some  of  the  things  that 
they  say  can  be  catastrophic  to  people. 

N.  WEXLER:  Mr.  Lynch,  did  someone  advise  you  to  have  your 

daughters  sterilized? 

LYNCH:  No.  No  one  advised  me  about  sterilization,  either, 

but  I did  it. 
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, nhXLLR:  Did  anyone  suggest  to  you  that  it  might  be  a 

violation  of  their  civil  rights? 

LYNCH:  I wasn't  worried  about  that. 

N' . WLXLER:  Do  you  think  that  they  might  have  been? 

LYiJCH : No.  I think  that  both  of  them  would  have  understood. 

I believe  they  would  have.  I'm  not  sure  they  would  have  liked  it. 
It  might  have  been  a violation  of  their  civil  rights,  but  I'm  also 
aware  of  the  fact  that  the  Huntingtonian  birth  rate  is  between 
three  and  four  times  the  national  birth  rate. 

N.  WEXLER:  It's  not  that  high. 

LYNCH:  It  was  at  one  time.  If  it's  twice  the  national  birth 

rate,  this  is  catastrophic,  because  it's  not  too  many  generations 
away 


N.  WEXLER:  The  only  study  that  has  been  done  has  indicated 

that  it  may  be  slightly  higher  in  the  one  state  where  the  study 
was  conducted. 

LYNCH:  The  information  that  I hear,  I have  a family  of  two, 

but  around  me  I see  four,  five  and  six  in  the  family. 

GUTHRIE:  But  there  are  no  studies  to  back  this  up  yet. 

N.  WEXLER:  Did  your  daughter  testify  that  she  had  children? 

LYNCH:  My  youngest  one  does  have;  the  oldest  one  does  not. 

N.  WEXLER:  That  was  the  choice  that  she  wanted  to  make. 

LYNCH:  That's  the  choice  she  wants  to  make;  that's  right. 

This  was  my  ultimate  decision:  that  can't  be  my  decision;  it 

has  to  be  theirs.  As  I stated,  based  on  my  personal  beliefs  I 
think  that  had  they  been  sterilized,  they  would  not  have  liked  it. 
Okay?  But  at  the  same  time  I don't  think  that  they  would  have 
screamed  "civil  rights  violation." 

GUTHRIE:  But  the  fact  is,  you  didn't  do  it. 
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LYNCH:  That's  right. 

GUTHRIE:  So  something  in  you  hesitated? 

LYNCH:  I hesitated  a long  time.  I thought  about  it.  I'm 
quite  candid  about  that.  I did  think  about  it.  In  my  opinion, 
the  fact  that  it  even  crossed  my  mind  is  significant. 

N.  WEXLER:  I think  that  there  is  some  talk,  in  fact,  in  law 

that  children,  if  they  are  born  with  a hereditary  condition  or  a 
birth  defect,  may  have  the  right  to  sue  a parent  if  the  parent 
knew  that  there  was  a possibility.  It's  called  "the  right  to 
lawful  life."  There  has  been  one  case  in  which  the  child,  who  was 
born  severely  damaged,  sued  his  parents  for  having  had  him.  He 
lost  the  case,  but  he  lost  the  case  on  a technicality.  There  was 
another  situation  where  the  parents  sued  the  doctors  for  not  giving 
them  the  information  that  this  might  occur,  and  they  won  the 
case . 


I think  it  is  significant  that  the  tragedy  of  this  disease 
made  you  think  of  something  as  radical  and  as  extreme  as  sterili- 
zation for  minor  children.  I think  your  humanity  won  out,  and  I 
think  your  daughters,  considering  they  were  children,  are  probably 
grateful.  I think  that  in  general  there  can  be  a real  legal  case, 
if  a child  wanted  to  pursue  it,  against  a parent  if  they  sterilized 
them  without  consultation. 

LYNCH:  But  at  a time  like  that,  do  you  think  about 

legalities? 

N.  WEXLER:  Hopefully,  you  think  about  their  human  rights 

first. 

LYNCH:  The  legal  aspects  of  it  didn't  bother  me,  and  they 

still  don't.  I'm  sorry.  But  the  fact  is,  I've  got  to  allow  them 
the  same  decision  that  I made. 

N.  WEXLER:  I agree  with  you.  I'm  not  questioning  that. 

LYNCH:  As  I Stated  previously,  we  were  married  7 years 

before  Rhonda  was  born.  We  were  27  years  old.  We  were  30  when 
Kim  was  born.  This  means  that  there  was  a whole  lot  of  thought. 
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In  neither  case  was  it  a hastily  conceived  project.  I'll  say  this. 
As  far  as  my  children  were  concerned,  the  State  of  Texas  was  very 
gracious.  They  both  had  "hardship"  driving  permits  so  that  they 
could  drive  their  mother.  They  also  went  along  with  the  stipula- 
tion that  the  girls  could  not  be  out  after  dark  without  a parent 
in  the  car. 

PRATT:  Thank  you.  Dr.  Sears? 

TESTIMONY  OF 
ERNEST  SEARS,  M.D. 

DEPARTMENT  OF  NEUROLOGY 
UNIVERSITY  OF  TEXAS  HEALTH  SCIENCES  CENTER 

SEARS:  I'm  Dr.  Ernest  Sears.  I'm  in  the  Department  of 

Neurology,  Southwestern  Medical  School  at  the  University  of  Texas 
Health  Sciences  Center  at  Dallas.  I would  like  to  address  myself 
to  problems  in  three  different  areas  that  I interface  with  in 
Huntington's  disease  and  other  neurologic  disease  as  well.  These 
are  rather  personal  problems  in  that  I find  myself  being  a medical 
educator,  a physician  and  a researcher.  I will  try  to  communicate 
my  perceptions  of  areas  that  need  attention  in  each  one  of  these 
spheres . 

First  of  all,  I think  that  we  all  are,  in  a sense,  medical 
educators,  because  we've  all  come  to  talk  about  many  ramifications 
of  a disease  that  we  know  only  too  well;  namely,  Huntington's 
disease.  When  a medical  educator  tries  to  communicate  something 
about  Huntington's  disease  to  someone,  the  most  frequent  question 
that  he  is  confronted  with  is,  "What  is  the  incidence  of  the 
disease?"  I would  put  forth  that  the  incidence  of  Huntington's 
disease  is  a complex  one:  First  of  all,  if  there  is  Huntington's 

disease  in  your  family,  the  incidence  of  Huntington's  disease  is 
1 in  2 . If  Huntington's  disease  is  not  in  your  family,  the  in- 
cidence of  Huntington's  disease  remains  to  be  defined. 

With  regard  to  educating  Huntington's  disease  families  as 
far  as  genetic  information,  I think  at  the  present  time  all  we 
can  do  is  quote  Mendelian  statistics  to  them,  make  sure  that  they 
understand  that  there's  a 50-50  probability  for  every  member  of 
each  succeeding  generation,  that  Huntington's  disease  does  not 
skip  generations  and  that  one  sex  is  not  involved  more  than  the 
other.  The  stories  that  I hear  of  the  misinformation  that  has 
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been  disseminated  by  my  colleagues  are  amazing  to  me  sometimes. 

I think  that  one  of  the  primary  areas  that  is  extremely  important 
to  Huntington's  disease  families  is  the  newsletter  of  the  Committee 
to  Combat  Huntington's  Disease.  I think  that  many,  many  families 
all  over  the  land  are  very  appreciative  of  all  the  efforts.  On  be- 
half of  the  families  that  I know,  I would  like  to  extend  a thank  you 
to  the  Committee  to  Combat  Huntington's  Disease  for  that 
communication . 

I will  come  back  to  genetic  counseling  later,  when  I address 
research.  I'd  like  to  turn  now  from  educating  Huntington's  disease 
families  to  educating  the  general  public  and  health  professionals. 

I come  again  to  the  question,  "What  is  the  incidence?"  The  inci- 
dence of  Huntington's  disease  is  an  extremely  important  question. 
It's  a question  that  the  Commission  will  be  confronted  with  when 
they  go  to  speak  to  the  Congress  and  the  President.  As  it  stands 
now,  there  have  been  some  sophisticated  demographic  studies  in 
some  lands  of  the  world'.  However,  a sophisticated  analysis  of  the 
incidence  of  Huntington's  disease  in  the  United  States  has  been 
wanting  since  the  late  fifties,  when  the  last  comprehensive  study 
was  performed.  This  is  a study  that  was  done  in  Michigan.  Their 
estimation  of  the  incidence  of  Huntington's  disease  in  the  State 
of  Michigan,  which  is  a relatively  technical  state,  was  1 in  25,000; 
that  is  to  say,  1 in  25,000  people  had  Huntington's  disease  that 
they  could  identify  during  a given  period  of  time. 

If  you  think  about  these  statistics  and  think  about  the  number 
of  people  that  suffer  with  Huntington's  disease  and  realize  that 
although  you  may  be  born  with  the  gene,  you  are  not  born  with  the 
disease--you  develop  the  disease  sometime  in  life — you  realize 
that  if  Huntington's  disease  comes  on  in  the  latter  half  of  life, 
then  at  least  another  1 in  25,000  people  carry  the  gene;  namely, 
those  who  are  in  the  younger  half  of  life.  This  brings  the  level 
of  gene  carriers  down  to  1 in  12,500.  If  you  further  consider 
that  until  middle  age  (and  sometimes  going  beyond  that)  all  of  the 
siblings  of  this  next  succeeding  generation  have  to  live  with  the 
stigma  of  the  disease,  plus  the  real  risk,  a f lip-of-the-coin  risk, 
of  developing  the  disease  themselves,  then  you  realize  that  we 
have  to  lower  this  figure  even  more  in  terms  of  human  suffering. 
This  old  figure  is  approximately  1 in  7,500  to  1 in  8,000  people 
that  suffered  because  of  Huntington's  disease. 
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There  are  other  trends  in  this  research.  One  of  the  trends, 
which  I believe  Mr.  Lynch  alluded  to--and  these  are  retrospective 
studies --was  the  finding  that  the  individuals  at  risk  for  Hunting- 
ton's disease  who  developed  the  disease,  in  terms  of  fecundity  or 
reproduction,  had  a fecundity  of  1-1/2  to  2 times  that  of  their 
siblings,  retrospectively  speaking.  Their  siblings,  the  at-risk 
individuals  who  did.  not  develop  the  disease,  were  reproducing  at 
what  was  considered  the  rate  of  the  general  population  at  that 
time.  That  means  that  for  some  unknown  reason  there  was  a trend 
observed  in  that  study  that  said  that  Huntington's  disease  gene- 
carriers  reproduced  at  a rate  greater  than  that  of  the  normal 
population.  I don't  know  that  this  has  ever  beeen  confirmed.  I 
think  it  needs  to  be  confirmed.  I think  it's  something  that  we 
have  to  pay  attention  to. 

I think  that  there  are  many  factors  that  make  population 
trends  today  different  from  those  of  the  fifties;  namely,  the 
number  of  transients  in  the  population  is  on  a constant  increase. 
We  live  at  a very  rapid  rate.  We  disseminate  through  the  entire 
country.  We  move  frequently.  This  trend  was  starting  in  the 
fifties;  but,  compared  to  the  thirties,  no  one  stays  in  the  same 
place.  Vie' re  a very  technical  society.  If  anything,  the  Hunting- 
ton's gene  is  interacting  at  a greater  rate  with  the  general 
genetic  pool  of  the  country  today.  Another  thing  to  take  into 
consideration  is  that  there  was  no  marketed  birth  control  pill  at 
the  time  of  the  Michigan  study.  We  now  have  birth  control.  What 
was  the  religious  influence  of  that  study?  I don't  know.  Another 
thing,  with  regard  to  population,  is  that  in  the  fifties  we  were 
still  having  greater  than  two  children  on  the  average.  The  repro- 
duction patterns  in  this  country  today  have  changed  rather 
drastically.  I think  we  are  approaching,  if  not  at,  zero  popula- 
tion now.  How  the  Huntington's  disease  families  compare  to  non- 
Huntingtonian  families  with  regard  to  all  of  this  remains  to  be 
seen . 


One  of  the  things  that  really  needs  to  be  done  is  a very 
sophisticated  neuroepidemiological  study,  and  one  of  my  recommen- 
dations to  the  Commission  is  that  such  a study  should  be  carried 
out.  I think  that  it  can  be  done  by  utilizing  the  facilities  of 
the  U.S.  Public  Health  Service  and  having  the  private,  national 
CCHD  develop  guidelines  for  their  local  chapters.  First  of  all, 
with  respect  to  the  U.S.  Public  Health  Service,  there  are  two 
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sections  that  may  be  very  beneficial.  I believe  that  the  NINCDS 
needs  a great  deal  of  support  from  our  Congress.  We  have  heard 
that  again  and  again  in  the  last  year.  I know  that  mine  was  one 
of  the  many  grants  that  was  approved  but  not  funded.  The  epidem- 
iologic section  of  the  NINCDS  is  one  that  needs  support.  I think 
that  there  is  another  organization  in  the  Public  Health  Service 
(namely,  the  National  Center  for  Health  Statistics)  that  should 
have  pressure  applied  to  them  so  that  they  are  alerted  to  Hunting- 
ton's disease  and  encourage  all  of  their  local  contacts  to  code 
all  of  their  valuable  information  with  respect  to  Huntington's 
disease  and  all  other  neurologic  disease  that  follows  genetic 
patterns.  With  regard  to  the  CCHD,  I would  hope  that  communica- 
tion of  the  sort  that  was  carried  out  with  Dr.  Michellovich  today 
continues.  I do  believe  that  some  sort  of  computer  backup  will 
be  necessary  eventually.  Again,  I would  like  to  commend  all  of 
you  for  being  very  careful  and  very  cautious  about  whether  or  not 
human  rights  are  going  to  be  insured.  I think  that's  a very 
pertinent  question. 

I will  turn  from  the  necessity  of  an  epidemiologic  study  to 
two  other  points;  that  is,  to  educate  the  public.  Educating  the 
public  is  simply  carried  out  through  public  relations  promotions 
in  all  the  media.  This  is  another  area  that  needs  to  be  pursued. 
As  far  as  I am  concerned,  H.D.  needs  to  be  an  everyday  family 
term,  just  like  M.S.  or  any  of  the  other  diseases  that  are  so  well 
known.  It  is  everywhere.  As  far  as  educating  paramedical  pro- 
fessionals and  medical  professionals,  either  continuing  medical 
education  in  their  own  communities  or  health  science  seminars 
located  at  medical  schools,  nursing  schools  and  allied  health 
schools  seem  to  be  the  best  mechanisms  that  we  have  at  the  present 
time. 


I would  like  to  turn  from  the  problems  of  a medical  educator 
to  the  problems  of  a physician,  and  these  are  problems  that  I have 
as  well.  Being  a physician,  the  problems  that  I face  with  regard 
to  Huntington's  disease  are  threefold;  the  first  are  the  tradi- 
tional problems  of  a physician.  The  traditional  problems  of  a 
physician  orbit  around  the  relief  of  human  suffering.  I would 
put  to  you  that  the  relief  of  human  suffering  in  the  Huntington's 
disease  family  is  an  overwhelming  job.  To  alleviate  suffering  in 
a Huntington's  disease  family  requires  that  a physician  not  only 
focus  on  the  diseased  individual,  the  person  suffering  with 
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Hun  tin^jton ' s disease,  but  also  focus  on  the  stress  of  any 
children  or  adolescents  that  may  be  in  the  family.  This  stress 
is  often  focused  in  the  form  of  parental  deprivation,  early  limits 
to  higher  aspirations  in  terms  of  college  or  higher  education. 
Likewise,  if  there  are  young  adults  in  the  family,  young  adults 
who  are  at  risk,  they  have  to  face  the  question  of  personal  depri- 
vation versus  denial  in  regard  to  finding  a lifemate:  "Do  I tell 

tl\e  person  I love  that  Huntington's  disease  is  in  my  family,  at 
the  risk  of  having  that  individual  say,  'Well,  I don't  want  any 
part  of  it'  or  do  I deny  that  it's  in  my  family  even  unto  myself?" 

If  they  are  fortunate  enough  to  find  a lifemate--and  most  of 
them  are,  because  I think  most  Huntington's  disease  families  have 
to  be  very  honest  with  themselves.  Even  though  they  may  be  dis- 
honest for  a time,  eventually  they  have  to  come  to  grips  with 
reality.  After  marriage,  the  next  question  is  reproduction: 

"Should  we  reproduce  or  should  we  deny  ourselves  the  right  to 
have  children?" 

Another  stress  that  is  seen  is  the  stress  of  the  at-risk 
patient  as  they  approach  middle  age,  because  that  inevitably 
brings  the  question  to  bear  of  "Am  I going  to  get  the  disease?" 

That  is  the  final  confrontation.  They've  lived  with  it  through 
many  phases  of  their  lives,  and  the  final  confrontation  comes  in 
their  thirties  as  they  approach  the  age  at  which  the  disease  struck 
down  one  of  their  parents.  For  the  physician,  the  stress  of 
middle  age  comes  in  diagnosing  the  disease;  "When  do  I tell 
patient  X that  I think  the  disease  is  there?"  Most  physicians 
confronted  with  that  problem  will  always  give  the  patient  the 
benefit  of  the  doubt.  There  is  no  diagnostic  technique  for 
Huntington's  disease.  It  remains  a clinical  diagnosis. 

I believe  we  need  an  ^ vitro  test  to  at  least  confirm  the 
presence  of  the  disease.  We  have  many  vitro  tests  for  many 
diseases.  To  diagnose  the  disease  earlier  brings  many  other 
questions.  I think  that  a test  will  be  coming  forth  very  soon 
to  at  least  alleviate  the  suffering  of  "yea"  or  "nay"  when  the 
patient  is  in  that  period. 

Other  problems  that  physicians  face  at  this  point  are  the 
questions  of  increased  care  and  diminishing  resources  that  these 
families  suffering  with  the  disease  face.  These  difficulties 
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have  been  alluded  to  today:  The  importance  of  both  people  obtain- 

ing Social  Security  numbers,  the  importance  of  early  insurance 
and  the  importance  of  perhaps  being  somewhat  untruthful  with  re- 
gard to  employers  are  necessities  of  everyday  life  to  a Hunting- 
tonian family. 

I think  that  this  area  needs  a lot  of  attention.  I think 
there  need  to  be  definite  recommendations  to  Congress  that  some 
type  of  catastrophic  exception  be  made  with  regard  to  diseases 
that  strike  people  in  the  middle  of  life/  because  it  affects  the 
family  to  such  a degree  that  they  can  no  longer  come  out. 

That  takes  care  of  the  traditional  problems  of  a physician. 
There  are  two  more;  one  of  them  is  the  problem  of  continuing 
medical  education  and  credibility.  We  have  got  to  stay  abreast 
of  the  latest  diagnostic  techniques,  the  latest  therapy  and  the 
latest  research,  and  we've  got  to  be  able  to  make  some  kind  of 
judgment  as  to  whether  this  is  valid  or  not.  This  is  just  hard 
work. 


The  cost  of  medical  care  comes  back  again  to  the  problem  of 
who  the  third-party  payer  is  going  to  be.  Frequently,  physicians 
will  either  lose  interest  or  make  exceptions,  in  terms  of  what 
they  are  usually  paid,  in  order  to  take  care  of  families  that 
have  problems  with  Huntington's  disease. 

I know  that  I've  spoken  a long  time.  Let  me  just  speak  to  one 
more  aspect;  that  is,  to  research.  I'll  try  to  cut  it  as  short  as 
I can.  I think  that  the  problems  of  research  have  been  well 
defined,  and  I think  that  all  of  these  problems  could  be  alleviated 
if  there  were  more  money.  But  there  may  not  be  more  money.  So 
what  do  we  do  if  there  isn't  any  more  money?  I think  that  we 
must  focus  on  priorities  in  our  approach  to  the  disease.  I think 
that  the  disease  is  similar  to  other  diseases  and  that  once  a 
significant  research  benefit  is  obtained,  then  a lot  of  research 
becomes  unnecessary.  VJe  can  carry  research  out  to  the  nth  degree. 

I don't  think  that's  necessary.  I think  that  medicine  is  facing 
changes,  and  these  changes  are  reflected  in  the  orientation  of 
research.  I think  that  basic  research  must  become  more  applicable, 
and  that  we  have  to  focus  and  integrate  all  of  the  different  areas 
in  Huntington's  disease;  namely,  epidemiological  studies,  genetic 
studies  and  neurobiological  studies.  We  must  also  concentrate 
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resources.  The  suggestion  that  Dr.  VJexler  made  earlier  of 
regional  tissue  and  brain  banks  is  an  excellent  one.  I hope  we 
don’t  lose  many  more  Dr.  Birds  in  what  I call  the  "negative  brain 
drain"  to  England  because  we  don't  have  enough  tissue  here  in 
this  country.  There  is  plenty  of  tissue  in  this  country,  but 
I think  we  have  to  work. 

With  regard  to  priorities  as  far  as  the  people  that  have  the 
disease,  when  I think  about  what  research  I want  to  do  there  are 
two  areas  that  need  a lot  of  attention.  These  areas  are  getting 
attention,  but  there  needs  to  be  more  focus  there.  I think  we 
have  to  define  just  what  we  want  in  the  way  of  vitro. . . 

...thing  is,  with  regard  to  therapy,  a lot  of  attention  needs 
to  be  given  to  therapy  in  a neuropharmacologic  sense.  I would 
hope  that  we  are  not  too  far  away  from  controlling  the  disease 
in  the  same  way  that  Parkinson's  disease  is  controlled.  But  that 
remains  a hope.  Thank  you. 

PRATT:  Thank  you.  Questions? 

GUTHRIE:  No.  I just  want  to  say  thank  you  very  much. 

N.  WEXLER:  The  latest  incidence  figure  that  we  heard  was 

1 in  10,000  from  Colorado.  If  I understood  your  calculations 
correctly,  that  would  mean  that  1 in  about  3,500  would  either  be 
affected  or  at  risk. 

SEARS:  I beg  your  pardon?  I'm  sorry. 

N.  WEXLER:  One  in  3,500  would  either  be  affected  or  at  risk, 

using  the  incidence  figures  of  1 in  10,000,  which  is  the  one  that 
we're  beginning  to  use  after  listening  to  testimony. 

SEARS:  Which  testimony  are  you  using?  I'm  sorry.  I didn't 

hear  what  you  said  initially. 

N.  WEXLER:  All  I'm  saying  is  that  we've  been  hearing  from 
research  that's  been  going  on  that  that  Michigan  incidence  figure 
is  a severe  underestimation  of  the  disease  in  the  population. 

GUTHRIE;  That's  what  we're  hearing. 
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SEARS:  I agree  with  that.  I used  to  say  it  was  1 in  10,000 
too.  If  you  read  the  article  extremely  carefully,  it  is  1 in 
25,000. 


N.  WEXLER:  Yes,  in  the  article.  But  the  new  statistics  that 

we're  beginning  to  hear  are  confirming  your  1 in  10,000. 

SEARS:  I think  so,  too.  If  I have  to  be  honest,  I think 

that's  the  only  really  good  demographic  study  that's  been  done. 

I do  agree  with  the  1 in  10,000  and  1 in  3,500,  in  terms  of 
suffering. 

PRATT:  Thank  you,  gentlemen.  I was  going  to  say  that 

Marjorie  Guthrie  has  to  leave  at  4:30  to  catch  her  plane. 

GUTHRIE:  Nancy's  going  to  leave  with  me,  she  said. 

PRATT:  We  have  two  more  people  scheduled  to  testify,  plus 

Mrs.  Karstetter.  We  will  do  the  two  scheduled.  Rebecca  Walker 
and  Carol  Bryant.  Mrs.  Karstetter,  would  you  like  to  come  up 
here?  If  there's  time,  we'd  like  to  hear  from  you.  Rebecca, 
would  you  start? 


TESTIMONY  OF 

REBECCA  WALKER,  M.S.W. , A.C.S.W. 

SOCIAL  WORKER 

GENETIC  SCREENING  AND  COUNSELING  SERVICE 
TEXAS  DEPARTMENT  OF  MENTAL  HEALTH  AND  MENTAL  RETARDATION 

WALKER:  I'm  Rebecca  Walker.  I'm  a social  worker  with  the 

Genetic  Screening  and  Counseling  Service.  I believe  that  one  of 
our  clinic  coordinators  spoke  with  you  earlier  today.  I'm  on 
one  of  the  teams  that  she  may  have  spoken  about.  The  Genetic 
Screening  and  Counseling  Service  is  under  the  Texas  Department 
of  Mental  Health  and  Mental  Retardation.  It  began  some  5 years 
ago  out  of  a need  expressed  by  families  who  have  children  with 
genetic  disorders.  The  original  service  was  based  on  the  campus 
of  the  Denton  State  School  and  served  almost  exclusively  the 
residents  and  families  of  the  school.  It  was  funded  at  that 
time  by  the  Moody  Foundation.  Because  of  ttiO  obvious  benefit  to 
the  families  of  the  residents  ^f  the  state  school,  the  program 
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was  expanded  and  funded  by  the  Texas  State  Legislature  in  1975, 
with  a mandate  that  the  service  become  a statewide  service. 

The  goals  of  our  service  are,  first  of  all,  the  provision  of 
diagnostic  and  genetic  services;  second,  the  provision  of  a 
carrier  detection  service  to  parents  and  relatives  of  affected 
individuals;  third,  counseling  of  involved  family  members;  fourth, 
referral  of  family  members  to  appropriate  community  resources; 
fifth,  support  and  follow-along  of  family  members  as  they  deal  with 
the  implications  of  genetic  disease  in  their  family;  and  finally, 
education  of  families  and  the  general  and  professional  communities 
regarding  genetics,  genetic  disorders  and  available  resources. 

These  goals,  we  feel,  can  be  best  achieved  through  the 
delivery  of  a community -based  service  by  a team  composed  of  a med- 
ical geneticist,  nurse  and  social  worker.  The  teams  are  supported 
by  a sophisticated  cytogenetics  laboratory  in  Denton,  where 
clinical  and  administrative  personnel  are  based.  Regional  clinics 
have  been  established  throughout  the  State  and  are  currently 
located  in  Waco,  Tyler,  Lufkin,  Fort  Worth,  Corpus  Christi,  Long- 
view, Sherman,  Denison,  Wichita  Falls  and  Denton,  and  are  available 
to  any  family  across  the  State  who  is  not  served  by  a regional 
clinic. 

Additional  teams  will  be  sought  in  the  future  to  serve  clinics 
so  that  truly  accessible  genetic  services  will  be  a reality.  Each 
regional  clinic  is  established  as  a cooperative  effort  between 
the  Genetic  Screening  and  Counseling  Service  and  one  or  more 
community  agencies.  The  clinic  is  coordinated  by  a local  profes- 
sional who  has  the  responsibility  of  case-finding,  preparing 
materials  on  referred  families,  being  available  to  families  on  an 
ongoing  basis  and  being  knowledgeable  about  the  community  and  its 
appropriate  resources.  One  of  the  three  existing  teams  travels 
to  each  of  these  cities  10  months  out  of  the  year  to  hold  a 
genetics  clinic. 

Referrals  are  accepted  from  physicians,  social  agencies, 
educators,  health  agencies  or  from  family  members  themselves. 
Appropriate  patients  for  the  clinic  include  families  with  a sus- 
pected affected  member  or  an  affected  member,  those  with  a positive 
family  history  and  couples  who  have  experienced  repeated  spontan- 
eous abortions,  stillbirths  or  infertility.  If  a family  is 
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interested  in  seeking  genetic  counseling,  they,  or  a referring 
professional,  can  directly  contact  the  regional  clinic  in  their 
area  or  the  Denton  clinic.  At  this  initial  telephone  call,  the 
family  member  will  discuss  their  concerns  and  the  appropriateness 
of  their  request  for  genetic  services  with  the  coordinator. 
Additionally,  basic  information  will  be  sought  and  an  appointment 
will  be  made  at  that  time,  if  possible,  for  the  next  clinic. 
Relevant  medical  records  and  family  history  will  be  obtained 
prior  to  the  first  appointment  with  the  team. 

When  the  family  is  seen  for  their  initial  clinic  appointment, 
several  things  will  occur:  First  of  all,  the  social  worker  ob- 
tains from  the  parents  or  primary  patient  additional  family  infor- 
mation. Two  or  more  generations  of  a family  are  discussed  in 
detail,  including  ages,  diseases,  birth  order,  religious  and 
ethnic  background,  et  cetera,  on  each  family  member.  At  this 
time  it  is  also  our  task  to  remain  sensitive  to  the  family's 
concerns,  their  misery  regarding  their  child  or  other  family 
members  and  their  feelings  about  the  genetic  disorder  and  its 
impact  on  the  family. 

In  a typical  situation,  and  while  the  above  is  going  on, 
the  nurse  and  doctor  examine  the  patient  and  a complete  genetics 
physical  is  done.  The  nurse  may  do  a developmental  assessment, 
take  palm  and  fingerprints  and  do  other  such  diagnostic  procedures. 
If  chromosomal  or  other  laboratory  studies  are  indicated,  the 
physician  and  nurse  will  draw  blood  or  other  samples  for  that 
purpose.  Following  this,  the  team  spends  time  with  the  family  to 
discuss  with  them  what  their  concerns  are,  the  results  of  the 
physical  examination,  exactly  what  our  plans  ar^  and  what  will  be 
happening.  Most  often,  samples  are  drawn  and  therefore  the 
results  of  the  lab  tests  will  have  to  be  interpreted  to  the 
family  at  a later  time. 

Interpretative  sessions  are  normally  scheduled  the  following 
month,  which  allows  time  for  lab  analyses  to  be  accomplished  or 
additional  reports  to  be  acquired.  When  the  family  comes  back 
for  the  interpretative  session,  the  results  of  the  testing  are 
discussed  and  the  genetic  diagnosis  is  given.  If  indicated,  the 
family  is  then  counseled  as  to  diagnosis,  the  pattern  of  inheri- 
tance, the  risk  of  recurrence  and  the  course  of  the  disorder. 
Importantly,  the  family  is  also  helped  to  deal  with  the  emotional 
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conflict  that  arises  when  a positive  diagnosis  is  given^  as  it  is 
our  feeling  that  the  often  complicated  genetic  information  can  only 
be  understood  if  these  feelings  are  dealt  with  first. 

PRATT:  Thank  you. 

GUTHRIE:  Just  one  question.  When  you  mentioned  the  members 

of  the  team,  you  did  not  mention  a psychiatrist  or  a psychologist, 
did  you? 

WALKER:  No. 

GUTHRIE:  Just  a social  worker? 

WALKER:  Yes. 

GUTHRIE:  I love  what  you  said.  I think  it's  very  exciting. 

The  only  thing  that  I thought  I didn't  hear,  that  I might  have 
wanted  to  hear,  was  possibly  a psychologist  as  a member  of  the 
team.  You  would  if  you  could  or  if  it  was  available? 

WALKER:  Yes.  We  don't  have  it  within  our  service,  but  that 

would  be  one  of  the  kinds  of  resources  we  would  refer  a family  to 
if  we  felt  it  was  indicated. 

GUTHRIE:  Do  you  have  any  printed  material  on  what  you  do  as 

a service? 

WALKER:  I brought  a copy  of  this,  and  we  do  have  a brochure. 

GUTHRIE:  I'd  like  to  see  that,  if  you  could  send  it  to  the 
the  Commission,  because  I think  it  sounds  very  exciting. 

WALKER:  Yes,  it  is. 

N.  WEXLER:  When  you  say  that  you're  connected  with  a local 
agency,  is  Planned  Parenthood  then  just  one  example  of  one  kind  of 
an  agency  that  you're  connected  with? 

WALKER:  Yes. 
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N.  VJEXLER;  What  are  some  of  the  other  agencies  in  other 
cities? 

WALKER:  In  Forth  Worth  we  are  connected  with  the  local  MHMR 

center,  a State  school  which  is  a part  of  TDMHMR  also;  a United 
Way  Child  Study  Center,  which  is  a multitude  of  diagnostic  and 
therapeutic  resources.  Junior  service  leagues  have  been  very 
supportive  of  our  service.  Medical  societies  have  also  sponsored 
us.  Some  of  these  are  sponsoring  agencies  in  name  only;  they're 
not  contributing  any  financial  assistance.  They  may  contribute 
space,  but  it  may  just  be  their  endorsement  more  than  anything 
else. 


N.  V7EXLER:  That  gives  me  some  kind  of  a feeling  of  it.  Do 

you  have  pretty  good  outreach  so  that  the  people  know  you're 
there? 


WALKER:  Yes,  excellent.  Part  of  the  coordinator's  function 

is  to  make  presentations  in  the  community  to  any  kind  of  group 
that  is  available,  like  the  Rotary,  parent  groups  and  the 
Association  for  Retarded  Citizens.  The  teams  are  also  available  to 
make  presentations  in  their  local  communities.  Usually,  on  an 
average  clinic  visit,  we'll  make  at  least  one  presentation. 

PRATT:  What  is  the  total  cost  of  this  to  the  State?  I was 
told  this  morning  that  you  were  the  one  who  should  answer  it. 

V7ALKER:  I don't  know  that  information. 

N.  WEXLER:  Do  you  know  individual  fees? 

WALKER:  Fees  are  established  by  the  local  communities 

themselves.  They  have  the  responsibility  of  providing  us  with 
the  travel  and  per  diem  of  the  team,  the  clinic  coordinator's 
salary,  the  space,  utilities  and  the  actual  cost  of  our  lab 
services.  It  is  their  responsibility  then  to  support  that  in  any 
way  that  they  can.  Some  of  them  do  it  by  grant,  so  therefore 
their  fees  would  be  very  low;  some  of  them  depend  on  their  fees. 

For  the  most  part,  they  are  on  a sliding-scale  basis,  and  they're 
very  minimal  compared  to  what  could  be  charged. 

PRATT:  Thank  you.  Carol  Bryant? 
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TESTIMONY  OF 
CAROL  BRYANT,  R.N. 

PUBLIC  HEALTH  NURSE 
COUNTY  HEALTH  DEPARTMENT 

BRYANT:  I'm  a public  health  nurse  for  the  county  health 

department.  Basically,  we  deal  more  with  well  people.  We  work 
in  baby  clinics,  maternity  clinics,  and  we  do  work  very  closely 
with  families.  Therefore,  in  doing  this,  we  come  in  contact  with 
people  in  the  home  setting,  and  it's  much  more  extensive  than  just 
the  patient  that  we  see. 

For  example,  my  most  recent  contact  with  a family  that  had 
Jluntington ' s was  in  the  maternity  clinic.  A lady  who  was  near 
term  in  her  pregnancy  learned  that  her  father-in-law  had  this 
illness,  and  this  was  her  third  pregnancy.  This  man  had  nine 
children,  all  who  had  children,  before  he  learned  that  he  had 
this  illness. 

Our  role  would  be  more  as  liaison  people,  referral  people 
and  giving  emotional  support  to  this  person;  also  obtaining  infor- 
mation, taking  it  to  the  people  at  home  in  a more  relaxed  setting, 
and  teaching  the  family  about  their  needs  and  their  problems. 

GUTHRIE:  I've  come  to  the  conclusion  that  Texas  is  doing 

very  well  in  certain  areas.  I really  mean  that. 

PRATT:  In  certain  areas,  not  all. 

GUTHRIE:  I do  feel  this  is  very  important.  It  would  be  nice 
if  we  could  have  it  all  cooperatively  planned  and  work  together. 

N.  WEXLER:  If  there  was  a kind  of  ombudsman  for  people  with 

hereditary  neurological  diseases,  would  that  help  you?  If  there 
was  somebody  at  the  State  health  department  who  knew  about  all 
the  resources , a coordinator 

BRYANT:  Definitely.  In  fact,  I really  came  upon  going  to 

the  genetic  counseling  resource  and  your  service  through  just  an 
accident,  really.  I had  another  family  that  called  for  genetic 
counseling,  so  then  I called  them  and  asked  for  guidance  in  this 
situation.  It  would  be  very  helpful.  Like  I said,  in  doing  what 
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we  do,  we  deal  so  much  with  healthy  people  that  when  we  come  up 
against  this,  our  knowledge  of  an  illness  is  not  that  deep.  I 
felt  totally  inadequate  and  had  to  turn  to  another  resource. 

PRATT:  But  there  was  one  to  turn  to? 

BRYANT:  Yes,  but  we  weren't  made  really  aware  of  it.  Like 

I said,  it  was  a fairly  accidental  thing  on  my  part  that  I was 
aware  of  it. 

PRATT:  Mrs.  Kars tetter?  We  have  about  5 minutes. 

TESTIMONY  OF 
EVELYNE  KARSTETTER 
WACO,  TEXAS 

KARSTETTER:  I didn't  come  prepared  today.  I don't  have 

anything  written.  I'll  tell  you  the  story  of  my  experience  with 
Huntington's.  In  1941,  I started  going  with  a very  wonderful 
person.  I knew  that  his  mother  was  not  normal.  That's  the  only 
word  I could  say  for  it.  She  just  acted  funny.  But  I never 
asked  him  any  questions.  When  we  decided  some  5 years  later  that 
we  would  get  married,  he  told  me  that  his  mother  did  have  Hunting- 
ton's and  that  he  was  an  at-risk  person  with  a 50-50  chance.  I 
loved  him  so  much  that  this  didn't  make  any  difference  to  me. 

We  married  in  1946.  We  debated  whether  to  have  children  or 

not.  But  we  wanted  children  so  badly  that  we  decided  to  take  a 
chance.  After  we  had  been  married  5 years  we  had  a boy,  who  is 
26,  and  a girl,  who  is  24.  The  disease  didn't  manifest  itself 
until  my  husband  was  36.  The  first  symptoms  we  noticed  were  his 
coordination,  his  reflexes  and  his  equilibrium.  We  encountered 
some  of  the  things  that  I've  heard  here  today:  People  thought 

that  Ed  had  started  to  drink  and  that  he  was  drunk  or  something. 

He  was  strictly  a nondrinker.  We  owned  a business,  and  I felt 
the  pressures  of  this  business  were  detrimental  to  him.  So  we 
sold  our  business  to  get  out  from  under  the  pressure  that  he  was 
under.  I think  his  jerkiness,  his  instability  to  walk  and  every- 
thing possibly  kept  him  from  finding  a job.  For  about  a year  we 
tried  to  find  him  work  and  we  couldn't  find  work. 
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We  had  met  a family  from  Alaska  one  summer,  and  they  were 
telling  us  what  a wonderful  place  it  was.  Because  we  had  always 
felt  that  God  had  directed  us,  we  thought  that  this  was  the  place 
for  us.  So  we  loaded  up  in  the  typical  Okie  fashion  and  went  to 
Alaska.  We  didn't  have  any  jobs  and  didn't  know  anyone,  except 
this  one  couple,  but  we  went  there  and  stayed  8 wonderful  years. 
My  husband  found  a job  and  was  able  to  work  until  he  was  48  years 
old.  I could  see,  though,  his  condition  going  down  hill,  and  it 
was  getting  harder  all  the  time  for  him  to  work.  In  the  7 years 
that  he  worked  for  this  one  company,  not  one  worker  ever  asked 
him,  What's  the  matter  with  you?"  They  just  accepted  him  as  he 
was . 


Our  boy  had  finished  college  and  our  girl  was  in  college,  so 
we  decided  that  we'd  come  back  to  the  States.  I thought  that  it 
would  be  better  for  his  mental  condition  if  he  quit  the  job 
rather  than  being  laid  off  the  job,  because  this  does  something 
to  your  ego  or  something,  to  be  fired  from  a job.  I suggested 

to  him  that  we  sell  out  and  go  back  to  the  States,  so  we  did.  We 

were  home  10  days  when  he  had  a complete  mental  breakdown.  I 
think  he  had  time  to  sit  down  and  think,  "Here  I am.  I can't  work. 
He  told  me  so  many  times,  "I'm  not  good  for  anything.  I'm  useless. 
I'd  keep  telling  him,  "Oh,  yeah.  You're  good  for  me."  It  just 
went  from  there. 

We  got  back  to  the  States  on  the  17th  day  of  September,  1973. 
On  the  27th  of  September  he  entered  the  VA  hospital  in  Dallas.  He 

was  in  and  out  of  the  hospital  for  a total  of  14  months.  Then 

they  got  him  stabilized  on  a drug,  and  I was  able  to  keep  him 
home  for  19  months.  But  then  he  had  to  go  back  to  the  hospital, 
and  he's  now  in  the  VA  hospital  at  Waco.  I was  able  to  get  him 
into  the  VA  hospital  because  he  was  a veteran.  He  had  spent  39 
months  in  the  Navy  during  the  Second  World  War. 

What  worries  me  is  our  two  children;  neither  one  are  veterans. 
What  is  going  to  be  available  to  them  if  they  do  have  this  disease? 
Where  will  they  go?  I heard  someone  today  talk  about  how  they 
were  unable  to  get  their  loved  ones  into  the  VA  hospital,  even 
though  they  were  eligible.  I really  can't  explain  how  I was  able 
to  get  Ed  in  there.  I had  no  problems. 
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SEARS;  I'd  like  to  say  that,  hopefully,  by  the  time  your 
children  would  develop  the  disease--if  they  do — the  Commission 
will  [inaudible] 

KARSTETTER:  Yes,  that  is  our  hope,  too. 

SEARS:  I would  like  to  bring  out  one  other  thing;  that  is, 

in  ray  experience,  there  has  been  an  inconsistent  policy  for 
veterans  in  the  Veterans'  Administration  hospitals. 

KARSTETTER:  I understand  that,  too. 

SEARS:  Some  Veterans'  hospitals  are  very  understanding  and 

work  with  this  disease  wonderfully;  others  are  very  resistant  to 
it.  I think  something  needs  to  be  said  along  those  lines. 

GOTHELF:  I think  that's  primarily  due  to  locality,  because 

the  Veterans'  Administration's  first  obligation  is  to  diseases 
that  were  contracted  or  connected  to  military  service. 

KARSTETTER:  Yes,  service-connected  disabilities.  They  did 

tell  me  that,  that  he  would  only  be  accepted  if  they  had  the  room 
for  him. 

GOTHELF:  If  there  was  space  remaining,  then  they  would 

accept  him. 

PRATT:  We  have  to  call  the  meeting  to  an  end,  because  these 

ladies  have  to  make  their  plane. 

KARSTETTER:  Right.  Thank  you  so  much  for  hearing  my 

testimony . 

PRATT:  Thank  you  for  coming. 
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GILDA  ARECHIGA 

HOUSTON,  TEXAS  MAY  2,  1977 


In  my  case,  because  I am  already  married  and  have  a child 
my  constant  and  continuous  worry  is:  if  I have  Huntington's, 

when  will  it  start  to  affect  me  mentally  and  physically?  Is 
my  judgment  and  reasoning  ability  still  as  accurate  as  it 
should  be?  Being  "at  risk"  scares  me  to  think  of  the  future, 
and  I cannot  let  myself  think  very  far  ahead  into  my  life 
because  the  picture  is  very  horrifying.  As  each  year  passes, 

I realize  death,  for  one  who  has  Huntington's,  at  an  early  age 
would  be  a blessing.  Please  try  to  understand  the  pressure 
of  living  in  suspense  like  this. 

If  there  were  a type  of  professional  counseling  for  the 
victims  and  "at-risk"  people  it  could  help  them  keep  a perspec 
tive  on  their  thoughts  and  ideas.  This  could  also  help  to 
relieve  some  of  their  tensions  about  what  the  future  holds 
for  them  and  their  families. 

The  traumas  a family  has  to  go  through  because  of  phys- 
ical and  mental  changes  are  unbearable.  Example:  One  day 

my  mother  was  angry  with  me;  she  was  smoking  a cigarette  and 
she  put  the  cigarette  out  on  my  arm.  This  was  very  crushing 
for  me.  I realized  she  was  sick,  but  it  was  a very  bad  ex- 
perience. Different  incidents  such  as  this  go  on  in  the 
families  of  Huntington's  victims.  Knowing  something  like  this 
can  happen  to  my  daughter  is  not  a pleasant  view  of  the  future 

If  a cure  and  diagnostic  test  are  not  found  for  Hunting- 
ton's our  society  will  produce  a large  number  of  emotionally 
disturbed  children  because  of  the  tragic  problems  they  have 
to  live  with. 

I feel  the  most  important  and  most  needed  areas  for  help 
with  this  "time-bomb"  disease  are: 

MEDICAL  RESEARCH 

Homemaker  care 

Home  nursing 

Counseling 

Counseling  for  individuals  and  groups  of  people  either 
with  Huntington's  or  "at  risk." 
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It  is  very  hard  to  relay  in  a letter  all  the  emotions 
I feel  about  being  "at  risk."  I hope  the  Commission  will 
take  notice  of  this  disease  and  please  help  us. 
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KMZABLTH  BROWN 

PASADENA,  TEXAS  APRIL  25,  1977 


My  mother  was  a victim  of  Huntington's  chorea  for 
approximately  20  years,  during  which  time  I cared  for  her 
in  my  home  the  latter  11  years. 

Family  history:  my  paternal  grandparent  had  H.C.,  as 

far  as  we  can  determine,  and  I have  6 aunts  and  2 uncles 
with  the  possibility  of  this  disease,  and  there  is  a total 
of  68  relations  at  risk.  Included  in  this  number  of  68 
are  6 sisters  and  2 brothers  of  my  Mother's,  her  children 
of  8,  her  grandchildren  in  number  of  24,  and  9 of  her 
great-grandchildren. 

I feel  that  it  would  be  most  helpful  to  the  families  of 
the  H.C.  patient  if  the  following  facilities  could  be  estab- 
lished for  the  aid  of  H.C.  patients  and/or  families.  I feel 
counseling  for  the  entire  family  would  be  most  helpful  and 
that  more  research  should  be  done  on  H.C. 

One  of  my  mother's  sisters  died  from  H.C.,  and  at  present 
her  brother,  Howard  Gordon  of  Porter,  Alabama,  is  living  and 
has  been  diagnosed  as  having  H.C.  Also  I have  one  brother 
that  died  June  6,  1957  and  one  brother,  Chester  Chadwick, 

Jr. , who  is  still  alive  and  is  in  a nursing  home  in  Tuscaloosa, 
Alabama  with  diagnosed  H.C.  He  is,  at  present,  as  far  as  we 
know,  in  the  advanced  stages  of  H.C.  My  mother  died  February 
3,  1977  with  H.C. 

Also  with  the  expenses  I had  to  pay  for  doctors,  hospital 
bills,  and  medications,  I think  financial  assistance  such  as 
Social  Security  and  Medicare  would  be  extremely  appreciated 
by  the  less  fortunate. 

I am  most  happy  to  have  the  opportunity  to  submit  infor- 
mation to  the  Commission  and  hope  in  some  small  way  it  will 
help  those  who  are  involved  and  have  worked  so  diligently  and 
faithfully  in  discovering  what  we  hope  is  in  the  near  future 
a cure  for  H.C. 
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MRS.  A.  J.  CHANDLER 

ARLINGTON,  TEXAS  APRIL  27,  1977 


I appreciate  the  Commission  taking  interest  in  Hunting- 
ton's disease  for  many  reasons — some  are  personal,  some  for 
the  concern  of  others  who  have  been  diagnosed,  and  then  for 
the  many  who  have  H.D.  but  are  not  diagnosed  as  such.  My 
husband,  Arlo  Chandler  (age  60  years) , had  it  many  years,  as 
well  as  his  sister,  before  he  was  finally  diagnosed  with  the 
disease.  We  spent  several  thousands  of  dollars  over  a period 
of  20-plus  years  with  medical  doctors,  a psychiatrist,  six 
weeks  of  shock  treatments  in  a Fort  Worth  hospital,  and  six 
months  in  a V.A.  hospital,  where  all  told  us  it  was  just 
nerves.  Yes,  I can  say  it  affects  the  nerves,  not  only  of 
the  patient  but  of  the  entire  family  and  friends.  It  almost 
caused  a divorce  in  our  family  because  of  the  change  in  his 
personality  from  a very  kind  and  patient  person  to  the  extreme 
opposite,  and  he  was  well  aware  of  his  change  of  attitude 
toward  his  family,  how  we  were  all  disturbed,  but  still  he 
couldn't  control  himself. 

We  are  a Christian  family  and  we  believe  in  God  and 
prayer,  so  through  our  firm  belief,  working  and  communicating 
with  our  sons,  we  held  our  family  together  in  those  trying 
times — even  though  it  had  an  emotional  impact  on  us  all, 
especially  our  sons , who  were  young  and  it  was  difficult  for 
them  to  understand  why  their  daddy  had  changed.  It  still  con- 
tinues to  cause  emotional  strains,  as  they  are  "at  risk"  and 
are  concerned  for  their  children  "at  risk." 

In  February  of  this  year  it  became  necessary  to  put  him 
in  a nursing  home  as'  he  could  no  longer  take  care  of  himself, 
as  I have  to  continue  to  work.  Again  we  had  financial  problems, 
with  his  nursing  home  costs  being  $566.70  per  month,  until 
the  V.A.  gave  us  more  help;  so  with  the  V.A.  and  S.S.,  they 
cover  most  of  his  expenses.  Many  families  are  not  as  fortu- 
nate as  we. 

If  families  could  receive  accurate  information  about  the 
disease,  the  prognosis,  treatment,  and  the  inheritance  pattern 
in  the  beginning,  it  would  eliminate  so  many  family  problems, 
including  financial  drain.  I believe  it  will  have  to  come 
through  research,  and  research  does  cost.  This  is  what  we  are 
all  looking  for--f inancial  help  for  research. 
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Our  younger  son  volunteered  for  some  tests  by  Dr.  Sears 
at  the  U.T.  Medical  School  in  Dallas.  Our  older  plans  to  do 
the  same,  hoping  to  help  with  Dr.  Sears'  research  in  this. 
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APRIL  12,  1977 


I am  not  interested  in  testifying  at  the  May  3rd  Dallas 
hearing  of  the  Commission. 

My  interest  in  H.D.  is  I am  at  risk.  I have  lost  three 
members  of  my  family  by  Huntington's  disease. 

I am  not  writing  this  letter  only  because  I am  at  risk. 
There  are  other  problems  that  go  with  an  at-risk  person. 

The  future. 

For  example,  how  will  my  husband  work  and  care  for  me 
if  I develop  H.D.? 

How  can  I explain  to  my  children?  Who  can  my  children 
turn  to  for  professional  help? 

How  will  we  be  able  to  afford  medication,  doctors,  hos- 
pitals, therapy?  Who  would  care  for  me  while  my  husband  is 
working?  Who  would  care  for  me?  How  would  we  pay  for  some- 
one to  come  in  and  care  for  me?  I could  go  on  and  on,  I have 
a lot  of  questions  and  no  answers. 

My  mother  didn't  raise  me.  I wasn't  aware  that  Hunting- 
ton's disease  was  in  my  family  until  after  my  second  child 
was  bom.  Since  then  I could  have  used  help.  But  unfortunately 
we  could  not  afford  the  cost  of  a psychiatrist.  I wonder  if 
my  children  will  be  able  to  afford  it. 

H.D.  families  need  your  help.  Will  you  help?  Can  you 

help? 


3-494 


Texas 


May  3,  1977 


Dal  las, 


RU:'^i.l.L  E.  DILL,  PH.D. 
rkui KSSOR  AND  CHAIRMAN 
DEPARTMENT  OF  MICROSCOPIC  ANATOMY 
BAYLUR  COLLEGE  OF  DENTISTRY 

DALLAS,  TEXAS  APRIL  20,  1977 


I have  been  involved  in  research  on  animal  models  for 
Huntington's  disease  for  the  past  five  years.  This  work  was 
supported  by  modest  but  sincerely  appreciated  funds  from  the 
Huntington's  Chorea  Foundation.  One  model  is  based  upon  the 
involuntary  movements  induced  in  rats  by  the  intrastriatal 
injection  of  GABA  receptor  antagonists  (picrotoxin  and  bicu- 
culline) . We  would  like  to  continue  this  work  in  primates. 

The  basis  for  the  approach  in  the  known  deficiency  of  GABA  in 
the  striatum  of  individuals  with  Huntington's  disease. 

A more  promising  model  has  been  developed  in  rats  by  McGeer 
and  McGeer,  1967  and  Coyle  and  Schwarcz,  1976.  In  this  model 
there  is  a loss  of  the  small  interneurons  of  the  striatum 
and  neurochemical  changes  similar  to  those  seen  in  Huntington's 
disease.  We  would  like  also  to  apply  this  model  to  the  squir- 
rel monkey,  where  we  have  considerable  experience  in  producing 
involuntary  movements  by  the  injection  of  CNS-active  drugs  in 
specific  brain  loci  (Murphey  and  Dill,  1972;  Campbell  and 
Dill,  1974)  . 

We  have  also  reported  a model  for  involuntary  movements 
and  possible  behavioral  changes  based  upon  the  intracranial 
injection  of  the  dopamine  metabolite  3-methoxytyramine  in 
monkeys  and  rats  (Dill  and  Campbell,  1973) . Although  drugs 
known  to  exacerbate  or  ameliorate  the  symptoms  of  the  disease 
also  have  these  effects  on  the  dyskinesias  induced  by  3-methoxy- 
tyramine  (Dill,  Dorris  and  Phillips-Thonnard,  1976),  there  is 
no  strong  evidence  for  the  involvement  of  this  brain  metabolite 
in  the  disease.  We  are  currently  developing  a highly  sensitive 
method  for  the  measurement  of  this  substance  in  the  cerebro- 
spinal fluids  (0.1  ml . ) . Thus,  we  would  like  to  collaborate 
with  a clinical  center  investigating  Huntington's  disease. 

Essentially,  all  work  in  our  laboratory  has  halted  due 
to  lack  of  funds.  I strongly  urge  Congress  to  increase  funding 
for  research  in  the  neurological  diseases  and  Huntington's 
disease  in  particular.  I recommend  that  these  funds  be  allo- 
cated by  NINCDS , because  of  the  value  of  the  peer  review  and 
their  experience  with  such  matters.  I see  no  need  to  create 
a new  agency. 
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Due  to  the  stimuli  produced  by  recent  findings  of  neuro- 
chemical changes  associated  with  Huntington's  disease  and  the 
development  of  several  animal  models  for  the  disease  there 
seems  to  be  no  lack  of  research  ideas.  The  major  problem 
is  finding  funds  to  support  projects  to  pursue  these  new  ave- 
nues of  research.  Seed  money  is  usually  available  from  local 
funds  and  foundations.  Funds  to  support  continuing  research 
involving  trained  research  personnel  is  not  adequate.  Grant 
support  is  often  curtailed,  resulting  in  loss  of  technical  or 
professional  personnel  who  have  developed  special  skills  asso- 
ciated with  neurological  research.  This  is  a highly  demora- 
lizing situation.  Again,  the  major  impediment  to  progress  in 
understanding  the  specific  causes  of  the  neuronal  loss  in 
Huntington's  disease  appears  to  be  insufficient  support  for 
research  in  this  area. 

Thank  you  very  much  for  the  opportunity  to  express  an 
opinion  on  the  current  status  of  research  in  Huntington's 
disease,  as  seen  by  an  investigator  in  the  basic  biomedical 
sciences . 
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RONALD  F.  DODSON 

CHIEF,  DIVISIONS  OF  EXPERIMENTAL  PATHOLOGY 
AND  ENVIRONMENTAL  SCIENCES 
EAST  TEXAS  CHEST  HOSPITAL 

TYLER,  TEXAS  APRIL  22,  1977 


As  a basic  scientist,  I shall  address  my  comments  to 
those  points  listed  by  the  Commission,  as  follows: 

1.  New  research  ideas  in  programs  on  Huntington's  dis- 
ease, indeed,  in  any  facet  of  science,  are  often  best  stimu- 
lated through  exchange  of  communications  on  an  interdiscipli- 
nary level;  i.e.,  stroke  center  workshops  of  the  American 
Heart  Association.  These  stroke  workshops  incorporate  input 
from  clinicians  and  basic  scientists  with  specialties  in 
morphology,  biochemistry,  physiology  and  other  integrated  pro- 
grams. Both  the  sponsoring  of  workshops  as  well  as  more 
formalized  types  of  meetings  would  serve  such  a purpose. 

2.  Salary  support  based  solely  on  grant  funds  provides 
at  best  an  unstable  future  and  surroundings  for  constructive 
creativity.  Consideration  of  fundings  may  better  be  served 
through  establishment  of  research  institutions,  research  cen- 
ters, or  research  supportive  foundations.  These  would  offer 
funds  which  would  supplement  salaries,  and  to  the  varying 
degrees  that  these  funds  were  available  would  contribute  a 
different  perspective  of  stability. 

3.  The  answer  to  question  No.  3 is  "Yes." 

4.  The  answer  to  question  No.  4 with  regard  to  stimula- 
ting and  encouraging  research  interest  in  Huntington's  disease 
is  already  being  carried  out  in  functional  applications  such 
as  muscular  dystrophy  research  centers,  stroke  centers,  and 
cardiovascular  research  centers.  Such  models  offer  the  basis 
from  which  I suggest  one  draw  a pattern  for  attacking  Hunting- 
ton's disease. 

5.  The  most  promising  approach  to  the  study  or  investiga- 
tion of  any  disease  with  regard  to  etiology  and  treatment  is 
the  application  of  a center  concept  so  that  all  levels  of 
pathogenesis  can  be  incorporated  into  studies  at  the  morpho- 
logical, biochemical,  clinical  (therapeutic)  and  biostatistical 
avenues . 
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6.  I was  associated  for  six  years  with  the  stroke  cen- 
ter which  incorporated  all  the  models  of  studying  and  treating 
cerebrovascular  disease  as  defined  in  my  response  to  question 
No.  5.  It  is  my  opinion  that  more  rapid  gains  in  our  under- 
standing of  etiology  and  pathogenesis  of  any  disease  can  be 
expedited  much  more  rapidly  when  such  an  interdisciplinary 
approach  is  utilized  as  opposed  to  attacking  the  problems  in 
isolated  laboratories  in  different  institutions. 

7.  The  answer  to  question  No.  7 is  that  I should  think 
such  a registry  would  be  beneficial  from  both  the  standpoint 
of  increasing  our  understanding  of  the  etiology  of  the  dis- 
ease as  well  as  contributing  possible  interpretative  benefits 
from  such  statistical  data  back  to  the  families  involved. 

I hope  this  response  is  of  value  with  regard  to  your 
Commission's  inquiry. 
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MRS.  R.  M.  DONLEY 

FT.  WORTH,  TEXAS  FEBRUARY  13,  1977 


I have  a sister-in-law  who  has  been  suffering  from  Hunt- 
ington's disease  for  five  years.  In  this  time  I have  seen  her 
reduced  to  a person  that  can  hardly  walk,  unable  to  speak  under- 
standably, control  body  functions  or  to  write  her  name.  It  is 
truly  a horrible  disease.  It  is  my  hope  and  prayer  that  more 
research  can  be  done  to  help  all  the  people  suffering  from 
this  illness. 


3-499 


Dallas,  Texas 


May  3,  1977 


MRS.  DAVID  F.  DYKE 

HOUSTON,  TEXAS  APRIL  25,  1977 


As  a granddaughter  and  possible  daughter  of  a Hunting- 
ton's chorea  patient,  I feel  research  and,  of  course,  a cure 
are  vital. 

It's  hard  for  Huntington's  chorea  children  to  decide  on 
the  course  of  their  own  lives  (such  as  having  children  of  their 
own)  with  this  risk  hanging  over  our  heads. 

In  my  family  my  grandmother  and  five  great-aunts  and 
uncles  all  had  Huntington's  chorea  for  more  than  20  years 
each.  My  father  died  of  other  causes  at  age  54,  so  we'll 
never  know  if  he  would  have  gotten  the  disease.  I saw  what 
H.C.  did  to  these  people,  and  it  was  pitiful. 

Please  help  us  all  find  answers  to  the  unanswered  ques- 
tions about  this  disease. 

Thank  you. 
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S.  J.  KNNA,  PH.D. 

HOUSTON,  TEXAS  APRIL  1,  1977 


I would  like  to  submit  the  following  statement  for  consideration  by  The 
Commission  for  the  Control  of  Huntington's  Disease. 

I feel  that  a major  effort  should  be  made  to  educate  the  medical  community 
about  Huntington's  Disease  (HD)  and  to  develop  laboratory  tests  which  will 
permit  a definitive  diagnosis  of  the  disorder.  Thus,  the  presenting  symp- 
toms of  HD  are  such  that  most  practicing  physicians  may  misdiagnose  the 
disorder,  especially  during  the  early  stages.  The  reason  for  the  misdiag- 
nosis is  that  the  symptoms  of  the  disease  can  be  confused  with  more  common 
ailments  such  as  alcoholism,  presenile  dementia,  drug  toxicity,  or  schizo- 
phrenia. Thus,  it  is  probable  that  the  incidence  of  HD  is  higher  than  is 
commonly  believed  and  there  are  likely  hundreds  of  HD  patients  who  are  not 
being  properly  treated  for  their  disorder.  In  addition,  the  felony  of  a 
misdiagnosed  HD  is  compounded  by  the  fact  that  this  disease  is  transmitted 
to  the  offspring  by  an  autosomal  dominant  gene,  meaning  that  a child  of  an 
afflicted  individual  stands  a 50-50  chance  of  developing  the  disorder. 
Obviously  then,  if  a family  is  unaware  of  the  presence  of  HD,  they  will 
not  receive  genetic  counselling  as  to  the  positive  steps  they  can  take  to 
avoid  passing  the  disease  on  to  succeeding  generations. 

What  is  needed  then  is  an  objective  laboratory  test  which  will  facilitate 
the  diagnosis  of  HD.  Recent  studies  have  indicated  that  such  a test  may 
bo  in  the  offing,  either  by  analyzing  the  chemical  constituents  in  body 
fluids  or  by  analysis  of  skin  tissue.  More  work  needs  to  be  done  along 
these  lines  not  only  to  diagnose  the  disease  in  an  affected  individual, 
but  also  to  determine  which  at  risk  children  will  develop  HD,  which  would 
simplify  the  task  of  eradicating!  the  disorder  by  means  of  genetic  counsel- 
ing. In  addition,  if  we  knew  definitely  which  individuals  will  develop  HD, 
it  may  be  possible  to  devise  a treatment  regimen  which  will  delay  or  prevent 
the  onset  of  the  disorder.  Currently,  treatment  of  HD  is  instituted  only 
after  symptoms  have  appeared,  at  a time  when  there  has  been  irrevocable  loss 
of  nerve  cells. 

I also  believe  that  research  to  study  the  basic  neurochemical  and  neuropath- 
ological  abnormalities  present  in  HD  should  be  continued  and  encouraged 
since  an  intimate  understanding  of  these  phenomena  is  essential  to  the  dev- 
elopment of  effective  therapeutic  agents  for  this  disorder.  Thus,  the 
present  therapy  for  HD  is  unsatisfactory  in  that,  when  it  is  effective,  it 
will  lessen  only  the  movement  abnormalities  characteristic  of  the  disease 
but  will  not  improve  the  mental  symptoms.  In  addition,  there  is  no  therapy 
available  which  will  halt  the  progressive  deterioration  of  the  patient. 
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Accordingly,  a better  understanding  of  the  neuronal  abnormalities  character- 
istic of  this  disorder  would  facilitate  the  discovery  or  development  of  a 
specific  and  effective  therapy  for  HD. 

In  the  past,  the  burden  for  supporting  research  in  HD  has  been  borne  primar- 
ily by  private  organizations  such  as  The  Huntington's  Chorea  Foundation. 

As  a result  of  this  support,  several  important  scientific  breakthroughs 
have  been  made  in  understanding  HD  and  other  neurological  disorders  as  well. 
Since  many  of  the  discoveries  are  of  general  interest  to  the  scientific 
community  from  a fundamental  neurobiological  and  neuropharmacological 
standpoint,  the  number  of  neuroscientists  interested  in  studying  HD  has 
increased  dramatically  in  the  past  few  years  putting  a burden  on  the  limited 
resources  of  the  private  foundations.  Thus,  I feel  that  the  Commission 
should  explore  ways  to  aid  these  foundations  in  selecting  appropriate  pro- 
jects for  funding  and  for  educating  the  medical  and  lay  community  about  HD, 
enabling  the  private  organizations  to  devote  more  of  their  resources  to 
research. 

In  summary,  I feel  that  the  time  is  right  for  an  intensive,  multidisciplinary 
scientific  effort  to  investigate  HD  since,  as  opposed  to  most  other  neurolog- 
ical and  psychiatric  disorders,  we  have  accumulated  a great  deal  of  information 
about  the  genetic,  neurochemical  and  neuropathological  characteristics  of  this 
disorder.  Thus,  by  continuing,  and  perhaps  increasing,  our  efforts  to  under- 
stand the  fundamental  defects  and  their  causes  in  a well-defined  disorder  such 
as  HD,  we  will  undoubtedly  make  discoveries  which  will  lead  to  improved  tech- 
niques for  the  diagnosis  and  treatment  of  this  disease,  and  possibly  other 
degenerative  disorders  as  well. 
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MKS.  WILEY  FLANAKIN 

HOUSTON,  TEXAS  APRIL  28,  1977 


My  husband  is  a victim  of  Huntington's  chorea.  He  is 
68  years  old.  The  doctor  he  saw  in  1975  and  1976  did  not 
make  correct  diagnosis.  They  would  not  do  a thing.  Now  he 
will  not  see  a doctor  or  go  to  City  Clinic  at  Ben  Taub. 

The  family  on  his  father's  side  had  brain  disease.  One 
sister  died  at  age  50,  was  getting  mentally  ill.  Another 
sister  is  in  rest  home,  brain  illness.  There  are  a total 
of  about  25  relatives  at  risk.  I feel  that  it  would  be  most 
helpful  to  the  families  of  Huntington's  chorea  patients  if  the 
aid  could  be  established. 

Research,  medical  problems,  misdiagnosis,  lack  of 
information . 

Give  more  information  to  the  doctors. 

I am  happy  to  have  the  opportunity  to  submit  testimony 
to  the  Commission,  and  do  hope  that  in  some  way  it  will  help 
the  efforts  of  those  who  are  working  so  diligently  in  research. 
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MR.  AND  MRS.  JOHN  G.  GEARHEART 

FORT  WORTH,  TEXAS  FEBRUARY  11,  1977 


The  purpose  of  this  letter  is  to  bring  to  your  attention 
another  of  the  countless  families  whose  lives  have  been  deva- 
stated (physically,  financially  and  emotionally)  due  to  this 
insidious  Huntington's  disease.  The  past  seven  years  we  have 
been  in  contact  with  one  such  family  almost  constantly. 

We  urge  you  to  continue  working  diligently  for  the  allo- 
cation of  more  funds  for  research  in  this  area. 
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JONNIE  GREGORY 

MATHIS,  TEXAS  APRIL  14,  1977 


I would  like  to  briefly  describe  my  husband,  Rex  Gregory's, 
case  of  H.D.,  hoping  that  my  testimony  will  help  to  continue 
much-needed  research  in  this  area.  I cannot  possibly  testify 
before  the  Commission  at  Dallas  due  to  my  own  poor  health  and 
the  fact  that  finances  would  not  allow  me  to  travel.  But  I 
feel  compelled  to  share  some  of  the  past  15  years  of  my  hus- 
band's illness. 

Huntington's  disease  was  not  diagnosed  until  10  years  ago. 

I had  seen  his  father's  illness  and  death,  and,  like  the  other 
members  of  the  family,  had  thought  it  was  extreme  senility.  I 
had  heard  of  his  paternal  grandmother  having  the  same  symptoms 
and  subsequent  death.  My  father-in-law's  half-sister  also  had 
the  same  symptoms  and  died  soon  after  my  father-in-law.  I 
have  since  learned  that  my  husband's  great-grandmother  also  died 
of  the  same  illness  and  that  several  of  my  husband's  cousins 
have  Huntington's  disease.  All  showed  loss  of  motor  control 
and  extreme  nervous  and  mental  symptoms. 

My  husband  and  I have  been  married  30  years,  and  in  our 
first  year  of  marriage  we  had  a child,  born  prematurely,  weigh- 
ing 1-1/2  pounds.  She  lived  four  days  and  never  stopped  moving. 
The  doctors  said  she  was  spastic,  but  I now  suspect  she  was 
born  with  frontal  brain  damage  due  to  Huntington's  disease. 

I read  of  some  babies  born  with  the  illness.  I then  had  two 
miscarriages  and  23  years  ago  gave  birth  to  a healthy  girl. 

We  then  had  a son  who  is  now  20.  Sara  is  married  to  her  child- 
hood sweetheart,  who  knew  about  Huntington's  disease.  Jon  is 
not  married.  Both  are  college  students.  They  have  gone  with 
the  aid  of  Social  Security,  scholarships,  grants,  loans,  work, 
and  sheer  determination.  I think  they  are  both  very  stable, 
considering  what  they  have  to  contend  with  past,  present,  and 
future . 

Rex  began  showing  emotional  disturbances  and  personality 
changes  15  years  ago,  but  waited  five  years  before  he  was 
compelled  to  sell  our  service  station  and  enter  the  veterans' 
hospital  in  Houston  for  tests.  I had  read  a brief  description 
of  H.D.  in  a medical  paperback.  His  sister,  who  is  my  age 
(I  am  50  and  Rex  is  58) , was  showing  symptoms  since  she  was  25. 


3-505 


Dallas,  Texas 


May  3,  1977 


Two  other  sisters  had  been  told  that  they  had  some  sort  of 
nervous  disorder. 

By  the  time  Rex  entered  the  hospital,  we  were  in  finan- 
cial need.  We  were  very  lucky.  Rex  was  a veteran  and  we  had 
paid  the  maximum  Social  Security  on  our  service  station  for 
nine  years.  I obtained  a job  as  an  aide  in  our  school  system 
here  in  Mathis. 

Rex  had  been  told  in  Houston  that  he  should  never  have 
had  children  and  he  became  depressed  and  thought  of  killing 
us  all.  He  was  then  on  25  milligrams  of  Mellaril  four  times 
a day.  He  entered  Waco  Veterans'  Hospital  and  stayed  six 
months.  He  returned  home  gaunt,  filthy,  and  pitiful.  It 
took  days  to  clean  his  scalp,  body,  and  clothing.  He  had  locked 
bowels  and  told  me  he  had  not  had  a bowel  movement  in  20  days. 

He  cried  and  begged  me  never  to  put  him  in  a veterans'  hospital 
again.  He  had  been  locked  up  with  mentally  ill  men,  which  was 
disturbing  to  him.  He  was  then  put  on  100  milligrams  of  Mella- 
ril three  times  a day.  I bathed,  shaved,  and  dressed  him,  cut 
up  his  food  and  helped  in  every  way  to  make  him  comfortable. 

My  parents  moved  in  with  us  to  help  care  for  him.  My  father 
died  seven  years  ago  and  my  mother  continued  to  assist  me  in 
caring  for  Rex.  My  mother  remarried  four  years  ago  and  she 
and  her  husband  continued  helping  me  all  they  could.  My 
daughter  had  gone  to  college  and  then  married.  When  my  son 
left  for  college,  his  father  was  very  ill,  by  then  needing  my 
help  to  use  the  bathroom. 

Working  full  time  and  coping  with  Rex  almost  alone  took 
its  toll.  I could  not  find  anyone  to  help  me  with  him  because 
in  their  ignorance  they  considered  him  dangerous,  violently  or 
sexually.  (He  has  been  impotent  more  than  12  years.)  I was 
hospitalized  for  depression  because  I wanted  to  kill  Rex  and 
myself.  I decided  to  seek  psychiatric  help,  entering  the  Sea- 
view  Hospital  in  Corpus  Christi.  Rex  insisted  on  accompanying 
me,  for  he  had  developed  a total,  childlike  dependence  on  me. 

He  was  then  placed  in  a nursing  home  in  Beeville,  Texas.  He 
stayed  there  three  months  and  I brought  him  home  dirty,  neglected, 
and  with  a 21-pound  weight  loss.  In  May  1976  I took  hepatitis 
and  pneumonia,  and  after  a hospital  stay,  I returned  to  Mathis 
to  my  mother's  home,  where  Rex  and  I stayed  while  I recuperated. 
Our  son  was  injured  at  work,  and  part  of  his  left  foot  had  to 
be  amputated.  I had  to  be  returned  to  the  hospital.  My  mother 
is  80  and  my  stepfather  83.  Rex  had  to  be  placed  in  a rest 
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home . I was  in  the  hospital  four  times  from  May  to  December 
of  1976.  Rex  is  now  in  a rest  home  in  Robstown  and  has  been 
in  the  Riverside  Hospital  twice  for  emergencies.  We  have  a 
Blue  Cross  insurance  policy  v/ith  the  Farm  Bureau  that  we  have 
had  for  over  20  years.  Rex  had  part  A of  Medicare  but  not 
part  B.  I had  been  misinformed  about  this  by  the  VA.  So 
now  I am  paying  the  doctor  bills  which  VA  will  not  pay.  Since 
it  is  taking  all  his  VA  and  Social  Security  to  keep  him  in  the 
rest  home,  and  due  to  all  my  illnesses,  we  have  no  savings. 

I am  now  in  very  bad  financial  straits.  I am  still  under  the 
care  of  two  doctors,  with  inner-ear  trouble  and  various  aller- 
gies and  emotional  illnesses.  I work  as  a teacher's  aide, 
but  do  not  make  enough  to  support  myself,  so  I live  in  my 
stepfather's  rent  house,  rent  free,  and  my  mother  helps  me 
financially  with  her  Social  Security  she  draws.  My  children 
cannot  help.  We  have  planned  and  worked  for  ten  years  to 
see  that  they  have  an  education,  to  prepare  them  for  the  future 
in  case  they  have  Huntington's  disease.  Rex  is  bedridden, 
his  body  covered  with  sores  and  bruises.  We  have  been  informed 
that  his  condition  has  been  complicated  by  diabetes.  When  he 
was  in  health,  he  was  6 feet  tall  and  weighed  170  pounds.  He 
now  weighs  about  90  pounds.  I have  a guilt  complex  about 
having  my  children. 

Before  Rex  became  ill,  he  had  been  an  active  member  of  this 
community,  a church  worker,  and  assistant  Boy  Scout  leader. 

He  was  born  and  reared  in  Mathis,  but  the  last  10  years  he 
had  been  treated  like  a leper  by  his  brothers,  sisters,  and 
friends.  No  minister  has  been  in  our  home.  Our  family  doctor 
would  not  take  him  as  a patient  upon  his  return  from  Waco. 
Another  physician  advised  me  to  put  him  away  and  forget  he  had 
ever  lived.  Ten  years  ago,  a Veterans'  Administration  social 
worker  advised  me  that  my  13-year-old  daughter  and  10-year-old 
son  should  be  sterilized. 

Physicians  I have  taken  him  to  for  other  ailments  have 
been  alarmingly  ignorant  concerning  Huntington's  disease. 

His  family  has  refused  to  accept  this  illness  and  will  not 
read  the  literature  and  government  pamphlets  I have  received 
from  HEW  or  the  Committee  to  Combat  Huntington's  Disease. 

The  ones  who  are  safe  are  frightened  they  may  take  it,  when 
just  a little  effort  on  their  part  would  alleviate  many  fears. 

Huntington's  disease  is  a devastating  illness  in  that  it 
not  only  brings  suffering  to  the  patient,  but  to  everyone  who 
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comes  in  contact  with  him.  Though  an  uncommon  illness,  it  is 
vital  to  create  an  understanding,  both  medically  and  socially, 
of  how  it  affects  the  victim  and  his  family,  especially  the 
children  at  risk.  I hope  that  research  can  be  done  to  at 
least  alleviate  some  of  the  symptoms.  Considering  the 
advances  in  modern  medicine  and  science,  perhaps  in  the  future 
it  can  be  corrected  genetically.  It  is  certainly  in  my  prayers. 
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Mf-:W-l/vN  N.  HAKE 

TIPTON,  KANSAS  APRIL  18,  1977 


I do  not  wish  to  testify  before  the  Commission  for 
Control  of  Huntington's  Disease  but  wish  to  tell  of  my 
experience  with  the  disease.  My  sister  married  a man  in 
1918  who  later  developed  the  disease,  and  after  a long 
illness  died  August  14,  1945  at  age  52.  They  had  eight 
children;  five  of  these  have  or  had  the  illness: 

Alice,  born  1920,  died  1969,  age  49 

Dorlyn,  born  1926,  died  1957,  age  31 

Francis,  born  1928,  died  1973,  age  45 

Harold,  born  1932,  very  ill  at  this  time 

Louis,  born  1930,  also  has  it;  is  in  hospital  part  time. 

The  three  other  boys  seem  to  be  okay  at  this  time. 

Dorlyn 's  two  children  live  away  from  here.  I have  heard 
that  one  of  them  has  it  also. 

I think  this  is  one  of  the  most  terrible  illnesses  that 
can  strike  a person,  so  would  like  to  see  H.E.W.  or  anyone 
else  to  do  all  that  can  be  done  to  cure  or  eliminate  this 
i llness . 
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VIRGIL  L.  JACOBS,  PH . D . 

ASSOCIATE  PROFESSOR 
DEPARTMENT  OF  HUMAN  ANATOMY 
TEXAS  A&M  UNIVERSITY 

COLLEGE  STATION,  TEXAS  APRIL  19,  1977 


I appreciate  the  opportunity  to  respond  to  your  request 
regarding  problems,  ideas  and  suggestions  relative  to  Hunt- 
ington's disease.  My  comments  are  directed  to  the  categories 
as  provided  in  the  outline. 

Huntington's  disease  could  be  best  investigated  and  treated 
in  regional  hospitals  or  clinical  facilities  equipped  for 
scientific  laboratory  research.  Several  such  institutions 
could  be  identified,  bearing  in  mind  their  geographic  location 
relative  to  the  population.  Special  research  facilities  and 
staff  would  be  required  to  treat  such  patients  with  H.D., 
and  with  special  research  facilities  a concerted  effort  would 
unify  the  manpower  and  technical  facilities  needed  to  learn 
more  about  the  disease. 

More  peripheral  to  the  hospital  and  clinical  research 
setting  at  bona  fide  research  laboratories  in  colleges,  uni- 
versities, research  centers,  etc.,  could  be  the  sites  for  basic 
research.  This  latter  type  research  is  fundamental  to  the 
investigation  of  H.D.,  since  the  disease  conditions  are  such 
that  numerous  biomedical  research  specialties  are  involved. 

Periodically  there  should  be  regular  seminars,  conferences, 
or  data  research  reports  at  regional  centers  that  use  peripheral 
research  sites  in  attendance.  Actually  there  should  be  a 
scientific  meeting  of  all  the  regional  and  peripheral  areas 
to  report  on  the  progress  of  clinical  and  basic  research.  At 
this  time,  a discussion  of  new  or  additional  avenues  of  research 
endeavors  can  be  exchanged  among  the  investigators. 

As  a neuroanatomist  carrying  out  basic  morphologic  brain 
research  and  coordinating  the  neuroscience  teaching  program 
to  medical  students,  I greatly  appreciate  the  basic  need  for 
brain  research  relative  to  Huntington's  disease.  With  a vast 
array  of  research  techniques  available  for  application  to  both 
postmortem  human  brain  tissue  and  experimental  animals,  I 
believe  a serious,  concerted  effort  by  both  the  clinical  and 
basic  scientists  could  offer  some  solutions  to  the  problem. 


3-510 


Dallas,  Texas 


May  3,  1977 


Frequently  new  techniques  are  generated  or  older  ones  modi- 
fied and  adapted  to  aid  in  the  solution  of  a problem. 

If  seed  money  were  available,  this  would  stimulate  more 
interest  and  make  basic  research  on  the  brain  more  attractive 
to  a variety  of  scientists.  This  is  a necessary  stimulant 
to  the  investigator,  and  such  a personal  commitment  results 
in  an  increased  effort  toward  the  solution  of  the  problem. 

When  research  ideas  are  proposed,  there  should  be  some 
peer  review  or  group  screening  to  insure  that  the  proposal 
is  realistic,  adequate  funding  is  possible,  and  it  would  not 
be  an  unnecessary  duplication  of  other  major  research  facili- 
ties in  the  same  area.  New  ideas  frequently  lead  to  new 
methodology  that  can  be  applicable  to  other  neuro-related 
disorders  or  conditions.  This  has  been  demonstrated  on 
numerous  occasions. 

The  avenue  of  investigation  which  I perceive  in  the 
understanding  of  H.D.  is  two-fold:  Utilizing  autopsied  H.D. 

patients'  brains  for  the  examination  of  cytologic  detail 
while  concurrently  investigating  neuronal  connectivity  in 
experimental  animals.  The  former  would  be  done  in  cooperation 
with  a hospital  complex,  while  the  latter  would  occur  in  a 
departmental  research  laboratory.  While  I have  never  actually 
done  research  on  human  brain  material  collected  from  a hos- 
pital, I frequently  utilize  such  brain  material  for  teaching 
programs  to  medical  students  and  for  the  demonstration  of 
various  brain  cells,  fiber  tracts  and  other  specified  regions 
of  the  brain.  These  cytomorphologic  techniques  and  others 
with  more  sophistication  can  be  employed  to  examine  those 
• nuclear  areas  of  the  brain  which  show  cell  loss  or  death.  I 
believe  the  entire  chain  or  network  of  neurons  involved  in 
this  disease  should  be  clearly  examined  as  a baseline  study 
and  compared  with  the  information  that  is  already  known. 

These  solutions  come  about  by  clinical  scientists  cooperating 
with  the  basic  scientists  so  that  human  material  is  available 
for  study. 

I am  wholeheartedly  in  agreement  with  a concerted  effort 
by  clinical  and  basic  research  scientists  to  form  a coopera- 
tive spirit  to  resolve  the  mysteries  surrounding  Huntington's 
disease;  further,  I would  like  to  be  involved  in  providing 
some  basic  science  research. 
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EVELYNE  KARSTETTER 

WACO,  TEXAS  APRIL  4,  1977 


I am  writing  in  response  to  the  literature  that  I received 
from  the  Department  of  Health,  Education  and  Welfare  concerning 
Huntington's  disease. 

I can't  tell  you  how  happy  and  glad  I am  that  the  Govern- 
ment is  finally  recognizing  this  illness,  because  it  does  affect 
quite  a large  number  of  people  (and  family  members) . My  hus- 
band is  a patient  at  the  Veterans'  Hospital  here  in  Waco, 

Texas . 


I really  do  not  know  how  to  begin  to  answer  the  questions 
asked  in  this  letter  but  I would  like  to  give  you  my  testimony. 

When  we  married  31  years  ago  I knew  that  my  husband  was  a 
potential  victim,  as  his  mother  was  affected  and  several  members 
of  her  immediate  family.  I studied  all  I could  concerning  the 
disease  and  still  I chose  to  marry.  So  you  see,  when  Ed  (my 
husband)  did  show  signs  of  Huntington's,  this  came  as  no  surprise. 
I had  more  or  less  conditioned  myself  to  meet  all  of  the  social, 
financial,  etc.  situations  that  would  come  my  way. 

Ed  and  I also  chose  to  have  children.  We  waited  five  years 
after  marrying  to  have  children,  but  we  wanted  them  so  badly,  and 
we  contemplated  adoption,  but  there  is  risk  involved  in  that,  so 
we  gambled  that  Ed  would  not  have  Huntington's.  We  told  our  chil- 
dren about  the  disease  and  the  chances  of  them  having  it  and  we 
feel  that  they  have  accepted  it  and  are  learning  to  live  with  it 
as  we  did  and  are.  We  have  left  the  decision  of  whether  they  will 
have  children  to  them.  We  have  told  them  that  before  they  go 
into  marriage  that  they  should  tell  the  person  about  the  disease. 

We  haven't  encountered  as  many  problems  as  some  of  my  hus- 
band's relatives  have.  I know  very  little  about  them  except  what 
other  members  of  the  family  have  told  me.  I do  know  that  it  has 
caused  divorces,  suicide  and  extreme  financial  problems  in  some 
cases.  Here  again,  I do  not  know  if  the  aunts  and  uncles  knew 
about  the  possibility  of  having  Huntington's  before  they  married 
and  whether  it  was  discussed  with  the  person  they  married. 
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My  husband  and  I were  21  when  we  married  and  the  first 
symptoms  appeared  when  Ed  was  36.  His  first  signs  were  his 
coordination  and  balance.  However,  we  feel  the  key  to  the 
whole  thing  is  staying  busy  and  being  productive .. .making  a 
victim  feel  he  is  still  useful.  Ed  was  able  to  work  full-time 
until  he  was  48.  That  is  not  to  say  that  we  didn't  have  pro- 
blems and  some  disappointments.  I am  convinced  that  he  was 
fired  from  two  different  jobs  because  of  his  jerkiness  but, 
of  course,  the  employer  would  not  give  this  as  a reason. 

This  was  very  demoralizing  and  wounding  to  the  ego  but 
with  great  faith  and  love  we  were  able  to  overcome  this. 

This  is  something  else  that  has  sustained  us  through  the 
years... our  love  for  each  other,  and,  most  of  all,  our  love  for 
Jesus  Christ,  who  has  commanded  our  lives.  He  has  watched  over 
and  guided  us.  This  is  why  we  can  face  what  has  come  to  us. 

Because  Ed  was  a veteran  I was  able  to  avail  the  services 
of  the  Veterans'  Hospital,  but  to  those  victims  who  are  not 
veterans,  there  is  very  little  available  to  them.  The  only 
alternative  is  a state  mental  hospital.  This  was  the  case  with 
my  mother-in-law.  She  spent  seven  years  in  one  and  died  at  the 
age  of  54 . 

No  doctor  ever  diagnosed  Ed's  illness.  On  the  contrary, 
we  told  them  what  he  had.  It  was  only  the  last  four  years  that 
we  told  even  close  friends  about  Ed's  illness  because  there  was 
so  much  stigma  attached  that  he  would  not  have  been  able  to  se- 
cure life  insurance,  perhaps  a driver's  license  and  other  things. 
For  some  reason,  probably  ignorance  of  the  disease,  people  felt 
that  it  affected  a person's  intelligence.  Naturally,  it  does 
affect  the  mental  capabilities  in  the  final  stages,  but  certainly 
does  not  mean  that  a person  is  a moron  or  such.  Ed  was  very 
intelligent.  At  the  age  of  23  he  was  an  automobile  agent  and 
served  as  a school  board  member  eight  years,  president  of  Lion's 
Club,  and  several  other  civic  organizations. 

If  I am  able  to  get  away  from  my  job  I plan  to  come  to  the 
hearing  in  Dallas  on  May  4.  Please  let  me  know  the  time  and 
place . 
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RICHARD  M.  KOSTRZEWA,  PH.D. 

PRESIDENT-ELECT 

GREATER  NEW  ORLEANS  CHAPTER  OF 
THE  SOCIETY  FOR  NEUROSCIENCE 

NEW  ORLEANS,  LOUISIANA  APRIL  21,  1977 


I would  like  to  address  the  Commission  on  the  matter  of 
Huntington's  disease  in  several  areas.  First,  it  is  becoming 
increasingly  clear  that  the  primary  lesion  in  the  disease  is 
that  in  the  caudate  nucleus  and  globus  pallidum,  due  to  an 
idiopathic  degeneration  of  neurons  containing  gamma-amino- 
butyric acid  (GABA)  as  their  neurotransmitter.  Recently  it 
has  been  found  that  a supersensitivity  to  GABA  develops  in  the 
substantia  nigra,  the  region  to  which  the  GABA  cells  project, 
from  the  caudate  and  globus.  Because  of  similarities  of  the 
disease  complex  with  Parkinsonism,  it  is  likely  that  dopami- 
nergic neuronal  activity  is  altered,  so  that  these  cells, 
located  in  the  siabstantia  nigra  and  projecting  to  the  caudate 
and  globus,  have  lost  their  regulation.  To  complicate  matters 
even  further,  serontonin  binding  and  acetylcholine  binding 
are  decreased  in  the  caudate,  probably  since  the  receptors 
for  these  neurotransmitters  are  located  on  the  now-missing 
GABA  neurons.  Thus,  the  intricate  balance  of  a host  of  dif- 
ferent types  of  neurons  is  gone,  and  it  is  this  balance  which 
is  needed  for  fine  control  of  movement. 

From  a research  standpoint  the  groundwork  has  been  laid. 
However,  to  alleviate  the  symptomatologies  of  Huntington's 
disease  it  appears  that  new  therapeutic  agents  will  have  to 
be  developed.  Because  of  the  needed  concerted  effort  in 
this  area  I would  suggest: 

1.  A small-grant  program  ($20,000)  for  the  purpose  of 
drawing  the  attention  of  young  investigators,  and  for  study 
of  smaller  innovative  projects  by  established  investigators. 

I think  it  is  important,  and  this  avenue  will  aid  in  this 
effort,  to  draw  people  into  the  field  at  an  early  stage  of 
their  development  so  that  they  can  devote  at  least  a portion 
of  their  effort  in  the  study  of  the  etiology  and  therapeutics 
of  Huntington's  chorea. 

2.  Giving  high  priority  for  research  on  Huntington's 
chorea  by  established  investigators. 
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Da lias, 


i.  Including  Parkinson's  disease  in  this  comprehensive 
national  plan.  We're  talking  possibly  about  the  same  (at 
least  similar)  etiologies,  and  similarly  affected  motor  dis- 
orders as  a result  of  lesions  in  the  nigral-caudal  system. 

I can  see  no  good  reason  to  exclude  this  motor  disorder 
(Parkinsonism)  from  the  program.  I will  go  even  further  and 
recommend  inclusion  of  the  other  neurogenetic  diseases  under 
tills  umbrella. 

For  clinical  studies,  (4)  a directory  of  H.D.  families  in 
the  area  would  be  extremely  helpful.  I am  not  familiar  with 
the  legality  of  releasing  these  names,  so  I shall  not  comment 
further  on  this  matter. 

Based  on  current  knowledge  in  H.D.  I would  feel  that  study 
of  the  specific  neurons  (GABA,  dopaminergic,  cholinergic, 
serotonergic)  would  be  the  most  feasible  approach  toward 
discovery  of  new  therapeutic  agents.  With  a concerted  effort 
by  a good  portion  of  the  neuroscience  community  I would  think 
that  newer  agents  would  appear  in  the  clinic  for  testing  within 
3 to  5 years.  This  would  be  of  immense  value  for  the  victims 
as  well  as  the  families  of  victims,  and  for  society. 
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MRS.  C.  J.  KRAMIS 

HOUSTON,  TEXAS  APRIL  19,  1977 


I am  not  interested  in  testifying  at  the  May  3rd  Dallas 
hearing  of  the  Commission.  My  interest  in  H.D.  is  a relative. 
The  problem  areas  that  I see  in  H.D.  are  the  ignorance  of 
H.D.  families  and  the  public  in  general.  Also  the  problem  of 
how  to  work  with  the  families. 

The  solution  might  be  helped  if  you  had  a clinic  or  a 
qualified  counselor  to  help  the  troubled  families. 
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JOHN  T.  I.VNCH 

DALLAS,  TEXAS  APRIL  4,  1977 

I am  writing  this  letter  to  you  with  regard  to  the  Congress- 
ional hearing  to  be  held  in  May  in  the  Dallas  Ft.  Worth  area.  At 
this  committee  hearing,  I would  consider  it  a pleasure  to  give  oral 
testimony  at  the  hearing. 

I am  married  to  Anita  Ray  Lewis  Lynch,  the  daughter  of  Ray 
Lewis.  I have  two  children,  girls,  both  married.  The  youngest  has 
a baby,  four  months  old  at  the  time  of  this  hearing.  My  wife  has 
advanced  Huntington's  disease.  Genetically  she  derived  it  from  her 
father.  His  originated  with  his  mother.  I would  like  to  express 
my  reaction,  my  concern,  my  feelings  about  Huntington's  disease. 

My  feelings  are  it  is  a tragedy.  It  is  unfortunately  at  the  present 
time  unavoidable  in  that  nothing,  absolutely  nothing,  can  be  done  for 
the  victims.  As  a father,  this  gives  me  a great  deal  of  concern  and 
much  emotional  anguish  realizing  either  or  both  or  neither  of  my 
girls  can  develop  Huntington's  disease.  It  appears  to  me,  from  my 
own  personal  experience  through  the  years,  that  the  National  Institutes 
of  Health,  the  Federal  Government,  the  medical  profession  and  the 

public  in  general  have  been  ignorant  of  Huntington's  disease  and 
its  social,  emotional,  financial  and  other  ramifications. 

It  is  only  during  the  last  two  or  three  years  that  any  types 
of  advances  as  far  as  families  of  the  victims  have  been  made,  and 
this  not  very  much.  I watched  my  father-in-law  die.  I have  watched 
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my  wife  deteriorate  over  the  years  through  extreme  paranoia,  through 
many  other  psychological  and  emotional  problems  that  are  directly 
related  to  and  caused  by  Huntington's  disease.  There  was  no  help 
for  me.  The  doctors,  the  physicians  in  this  area,  the  trained  people, 
those  who  are  supposed  to  know  are  in  many  cases  not  only  ignorant 
but  not  even  desirous  of  learning  anything  pertaining  to  Huntington's 
disease.  In  other  instances,  there  are  several,  a very  few  truly 

I 

dedicated  men.  This  is  an  area,  I feel,  that  work  could  be  done  by 
making  the  physicians  of  this  country  more  aware  of  Huntington's 
disease  and  its  primary  symptoms.  It  would  be  possible,  at  a much 
earlier  state  and  progression  of  the  disease,  for  these  people  to 
be  found, to  be  observed  and  to  be  worked  with.  I realize  that  at 
the  present  time  there  is  no  treatment  but  there  are  other  things 
that  can  be  done.  In  many  respects,  this  educational  process  should 
not  be  an  expensive  one  with  a minimum  amount  of  funding  from  the 
Federal  Government  with  help  in  the  forms  of  seminars,  with  help 
in  the  form  of  documentation  and  literature  to  be  made  available  to 
physicians,  to  the  medical  centers,  to  the  major  hospitals  and  in 

many  cases  to  the  smaller  hospitals  since  in  many  small  towns  such  as 
Enis,  Texas  there  are  a large  number  of  Huntingtonians.  On  the 

other  hand,  with  help  through  the  National  Institutes  of  Health 
and  their  neurological  disease  center,  their  genetic  disease  center, 
it  should  be  possible  with  more  funding  to  do  more  studies.  In 
many  cases,  a good  deal  of  research  is  going  on  at  many  of  our 
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modiCiil  institutions,  Massachusetts  Institute  of  Technology,  Harvard, 

'I  ho  tnivfrsity  of  Texas  at  Dallas,  Michigan,  there  are  others  that  I 
personally  am  not  aware  of.  There  are  other  workers  in  Houston,  in 
Oklahoma,  these  I am  aware  of.  It  should  also  be  possible  to  start 
correlating  genetics,  neurological  diseases,  hereditary  diseases  and 
the  othor  fundamental  studies  pertaining  to  the  neurological  trans- 
mission ot  information  throughout  the  human  system  by  some  means 
using  a central  documentation  center. 

Another  area,  in  my  opinion,  in  which  help  is  needed  is  the 
sociological  area.  What  happens  to  the  "families  of  these  individuals. 
Consider  my  own  personal  case.  When  my  oldest  daughter  was  fifteen, 
my  youngest  one  twelve,  I very  seriously  considered  the  sterilization 
of  both  of  these  girls  in  order  to  stop  Huntington's  disease.  Con- 
sider this  for  a minute,  I was  making  a decision  that  would  effect 
them.  Morally  this  is  not  my  decision,  I did  not  make  that  decision. 
In  this  interim,  my  youngest  daughter  has  had  a baby,  both  of  the 
girls  are  married,  but  I personally  realize  the  consequences  of 
Huntington's  disease.  I considered  many  alternatives  and  this  was 
one  of  them.  I discarded  it.  Is  this  all  of  the  hope  or  the  only 
hope  that  I as  a husband  of  a Huntingtonian  and  a father  of  two  at 
risk  patients  have.  This  is  a very  serious  social  problem.  I think 
that  this  committee  should  also  consider  the  fact  that  the  birthrate 
of  Huntingtonians  is  between  three  and  four  times  that  of  the  national 
birthrate  in  the  United  States  today.  Consider  that  aspect  of 
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Huntington's  disease.  Within  a very  few  generations,  if  this  con- 
tinues over  50%  of  the  population  of  the  United  States  will  be  at 
risk  Huntingtonian  victims.  This  means  that  st  the  prime  of  life 
those  individuals  will  become  a burden  to  the  very  society  that  they 

want  to  make  a contribution  to.  Nothing  is  being  done  about  this. 

As  an  individual,  I have  been  fortunate  in  being  able  to  pro- 
vide for  my  family  comfortably.  Until  the  middle  of  March  I was 
employed  by  a modest  sized  corporation  that  did  provide  health 
benefits.  Because  of  the  reduction  in  procurement  of  military 
equipment,  specifically  aircraft,  I am  no  longer  employed  by  this 
company,  therefore,  I no  longer  have  health  and  accident  insurance 
for  my  wife  and  myself,  for  that  matter.  But  up  until  that  time 
I was  able  to  provide  drugs,  hospitalization  and  so  forth.  This 
program  does  not  provide  for  nursing  home  or  custodial  care.  My 
wife  now  needs  custodial  care.  It  is  not  inexpensive.  In  order  to 
meet  this  obligation,  I have  to  sell  my  home,  the  home  that  my  wife 
bought,  partially  paid  for  and  lived  together  for  sixteen  years. 

This  is  the  same  house  in  which  my  children  were  raised.  There  are 
a number  of  reasons  for  me  not  keeping  the  residence.  One,  I am 
by  myself;  two,  the  expenses  are  such  that  I cannot  take  care  of  her 
in  a nursing  home,  maintain  the  residence  and  the  other  necessary 
expenses  for  maintaining  a home.  Since  I am  no  longer  employed  and 
have  the  benefits  of  hospitalization  and  so  forth,  it  is  necessary 
for  me  to  make  provisions  for  this  some  other  way.  The  only  way 
this  can  be  done  is  to  sell  my  home.  I receive  no  tax  benefits 
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of  my  wife's  illness,  other  than  the  normal  custodial  care. 
Wht'n  I sell  my  home  there  is  a profit.  All  this  money  will  be  devoted 
t-o  the  best  of  my  ability  to  taking  care  of  my  wife  during  the  rest 
ot  her  life  which  may  be  anywhere  from  two  to  ten  years.  The  ex- 
penst's  continue  to  mount.  A short  while  back,  approximately  one 
year  ago,  my  wife  was  able  to  feed  herself,  to  bathe  herself,  and  to 
do  certain  simple  physical  activities  that  did  not  require  any 
considerable  strength  or  mental  agility.  At  that  time,  had  there 

been  some  facility,  organization  of  a day  care  center  type  for  my 
wife  to  stay,  my  financial  burden  would  have  been  completely  eased 
but  such  is  not  available.  The  only  thing  available  to  me,  at 
that  time,  was  Meals-on-Wheels  from  the  Visiting  Nurses  Association. 
What  this  provided  for  me  was  someone  to  take  her  a hot  meal  at 
lunch  at  which  time  she  knew  to  take  her  medication.  This  was 
the  only  way  I had  of  checking  on  her.  This  is  unfortunate.  Perhaps 
some  help  in  organizing  and  maintaining  the  standards  and  quality  of 
day  care  centers  could  be  arranged.  No  one,  of  the  financial  level 
which  I have  been  able  to  enjoy,  is  capable  of  maintaining  a full 
time  nurse  around  the  clock  to  take  care  of  family.  But  by  providing 
some  sort  of  day  care  centers  where  these  people  can  be  together 
there  would  be  things  to  occupy  them,  if  nothing  more  than  playing 
dominos  or  just  drawing  or  merely  sitting  in  the  park  and 
watching  the  children  play  were  made  available  I feel  that  a 

good  step  forward  has  been  made.  Certainly  this  takes  funding 
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but  it  does  not  require  the  alternate  to  this.  This  alternative 
is  full  custodial  care.  This  is  required  later  on,  it's  necessary. 
Perhaps  this  comes  under  Medicare-Medicaid  which  my  wife  does  not 
have  because  of  the  laws  pertaining  to  Social  Security,  Medicare 
and  Medicaid. 

I am  given  to  understand  that  insurance  for  Huntingtonians  is 
not  available  in  many  areas  or  the  premiums  are  at  such  an  exor- 
bitant rate  that  it  is  impractical  and  impossible  for  the  average 
individual  to  purchase  same.  This  has  not  been  my  experience.  I 
have  been  completely  candid  with  anyone  that  I have  purchased  in- 
surance from.  They  have  made  no  stipulations  pertaining  to  the 
Huntington's  disease.  Perhaps  this  is  partly  through  ignorance 
on  the  part  of  the  insurance  companies.  They  perhaps  do  not 

realize  the  full  ramifications  of  Huntington's  disease.  Perhaps 

those  people  who  took  out  insurance  and  became  Huntingtonian 

were  so  insignificant  that  it  did  not  show  up  on  the  actuarial  tables. 

I do  not  believe  that  this  is  going  to  continue.  I feel  that  perhaps 

some  sort  of  consideration  by  the  insurance  companies  and  they 

should  realize  that  only, this  is  statistically,  that  only  50%, 

one  out  of  every  two  at  risk  victims,  can  become  Huntingtonian. 

Should  an  at  risk  victim  not  develop  Huntington's  disease,  should 
they  be  penalized.  Certainly  they  are  going  to  be  penalized  if 
they  are  Huntingtonian,  not  just  insurance  wise  but  financially, 
socially  and  economically. 
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■ ' ' social  aspects  of  Huntington's  disease  are  when 

■ ' ‘ ‘ '1'  V'-lops  people  tend  to  keep  hidden.  They  move  away, 

individuals  hidden  from  the  public  eye.  This  is 
I’  These  people  are  humans,  they  have  human  feelings, 

^ ’lurnan  responses.  Most  of  them  cannot  communicate.  They 

'•  ‘in.  I have  been  blessed  with  some  extremely  under- 
: . t . I : i' 1 1 : . I ft  i*-nds.  These  are  true  friends.  People  who  appreciate 
.i:id  1 'V<  my  wife  and  my  family.  As  far  as  they  have  been  concerned 
1.-  r 'l  stigma  attached  to  my  wife's  infirmity  . This  is 
fottunit.  . In  many  cases,  this  is  not  the  situation.  Many  people 
.»v<  i-i  with  these  people  because  the  Huntingtonian  is  unable 

t'«  contr'd  their  muscles.  They  are  unable  to  control  their  body 

m-ns  lator  on.  All  of  these  experiences  are  extremely  traumatic. 
ThfV  .iM'  disheartening.  Perhaps  some  education  on  the  part  of  those 
.nj.-m'ios  that  have  the  ear  of  the  public,  more  published  information. 
All  of  this  can  help . 

The  eradication  of  Huntington's  disease,  the  studies  of 
Huntington's  disease,  the  propagation  of  information  of  Huntington's 

disease  is  not  without  its  costs.  It  will  cost  dollars  to  study  it. 

It  will  cost  dollars  to  publish  the  findings.  I feel  that  with  a 
minimum  amount  of  financial  support  from  the  Federal  Government,  I 
feel  that  in  many  instances  the  public  is  willing  to  help  undertake 
some  of  the  costs  of  the  research  as  they  have  done  with  leukemia, 
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cancer,  heart  disease  and  polio.  Polio  has  been  whipped,  tuberculosis 
has  been  whipped.  Many  other  diseases  have  been  eliminated  through 
study, some  financial  support.  Certainly  financial  support  is  needed 
for  Huntington's  disease. 

I feel  that  much  work  that  is  being  done  with  Huntington's 
disease  is  not  being  fully  evaluated  by  the  community  that  is  best 
able  to  evaluate  it  because  the  information  is  disseminated  in  so 
many  different  journals  throughout  the  world  and  many  of  them  may  be 
unrelated  to  the  medical  profession.  If  the  National  Institutes  of 
Mental  Health  and  Genetic  Diseases  could  find  some  way  of  setting  up 
an  information  center,  a correlation  center,  of  all  of  these 
diseases  and  all  this  work  I feel  that  a great  stride  forward  would 
have  been  made.  I am  aware  of  the  fact  that  there  is  a chemist, 
an  electrical  chemist,  working  in  neurological  neurotransmitter 
studies.  I have  asked  myself  is  this  being  recognized  by  the 
neurologists  who  are  working  with  Huntington's  disease.  I don't 
think  so  because  it  is  in  a chemical  journal.  In  other  cases,  the 
chemistry  of  the  neurological  system  is  not  being  studied  by  the 
chemists,  they  are  bio-chemists  and  M.D.'s  in  hospitals  and  re- 
search centers.  There  are  many  good  chemists  capable  of  studying 
these.  A center  for  neurological  disease  for  genetic  diseases 
would  certainly  be  a help  in  this  direction.  As  I have  stated  in 
the  opening  of  this  letter,  I will  be  very  happy  to  appear  to  give 
oral  testimony  at  the  hearing.  I feel  that  as  an  individual  whose 
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wife  is  advanced  with  Huntington's  disease,  I am  in  a position 
to  give  personal  feelings.  Because  of  my  training  and  background 
I have  boon  able  to  observe  and  study  her  and  her  reactions,  this 
has  not  helped  me  emotionally  but  it  has  perhaps  helped  me  to 
understand  it  and  because  of  my  work  with  the  Texas  Huntington's 
Disease  Committee,  the  purpose  of  which  is  to  help  people  at  risk 
and  families  of  at  risk  patients,  not  in  the  form  of  basic  re- 
search but  in  the  form  of  counseling,  in  the  form  of  rap  sessions 
to  disseminate  information  and  help  find  the  things  that  they  need 
and  because  of  my  personal  contacts  with  the  medical  and  scientific 
[profession  I perhaps  have  a better  understanding  of  this  than  most 
[People.  I respectfully  submit  this  letter  and  again  reiterate 
my  willingness  to  give  oral  testimony  at  the  hearing. 
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LEWIS  C.  MOKRASCH,  PH.D. 

PROFESSOR,  DEPARTMENT  OF  BIOCHEMISTRY 
LOUISIANA  STATE  UNIVERSITY 

NEW  ORLEANS,  LOUISIANA  APRIL  19,  1977 


In  accord  with  our  telephone  conversation  of  this  after- 
noon, I am  enclosing  a short  write-up  focussed  on  a testable 
hypothesis  which  may  have  either  diagnostic  or  etiological 
significance  for  the  study  of  Huntington's  disease. 

My  research  experience  in  neurochemistry  dates  back  to 
1956  when  I began  a project  on  the  metabolism  of  hallucino- 
gens. In  recent  years  my  work  has  focussed  on  the  hydrophobic 
proteins  of  nervous  tissue  which  have  receptor  properties. 

I believe  that  the  study  of  Huntington's  disease  is  approach- 
able along  lines  of  research  with  which  I am  familiar. 

I should  like  to  thank  you  for  holding  the  invitation  open 
to  me  and  I hope  that  my  suggestions  may  be  helpful. 

A PROPOSAL  FOR  DIAGNOSTIC  TESTING  OF 
HUNTINGTON'S  DISEASE  VICTIMS 

It  is  possible  that  the  genetic  defect  in  Huntington's 
disease  may  be  expressed  as  a defect  in  the  binding  of  neuro- 
humors by  their  respective  protein  receptors  rather  than  in 
the  biosynthesis  and  metabolism  of  the  neurohumors.  Such 
defects  are  commonly  observable  in  tissue  other  than  nervous 
tissue  even  though  the  symptomatology  is  largely  neurological. 

Blood  platelets  are  known  to  bind  neurohumors.  If,  as 
is  usually  the  case,  a generalized  defect  in  neurohumoral 
binding  proteins  or  receptors  exists,  it  could  be  demonstra- 
ble in  blood  platelets  or  in  the  hydrophobic  proteins  isolable 
from  the  platelets.  This  would  provide  a safe  alternative  to 
brain  or  nerve  biopsy  and  could  be  adopted  for  routine  test- 
ing. Under  standardized  conditions,  as  little  as  lOpg  of 
the  proteins  could  be  tested  with  radioactive  ligands. 

Such  testing  could  prove  valuable  to  detect  the  trait 
in  the  pre-morbid  state,  to  correlate  with  the  clinical  pro- 
gress of  the  condition  and  possibly  to  lead  to  a more  effi- 
cacious treatment  with  neuroleptic  drugs. 
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CAROL  ANN  MOORE 
DECATUR,  TEXAS 


MARCH  10,  1977 


My  name  is  Carol  Ann  Moore,  I am  thirty- three  years  old, 
married  and  have  three  girls  ages  15,  13,  and  8.  I am  at 
risk  for  Huntington's  disease. 

My  mother  has  H.D.  She  has  been  sick  for  13  or  14  years 
but  we  only  found  out  about  four  years  ago,  just  what  she  has. 

My  grandmother  (Mother's  mother)  died  in  a mental  institution. 

She  had  been  there  for  six  years  when  she  died;  before  that  they 
spent  years  hauling  her  around  to  different  doctors  and  no  one 
ever  told  us  what  she  had.  They  just  didn’t  know. 

Because  of  this,  my  dad  has  been  very  reluctant  about  drag- 
ging my  mother  from  one  doctor  to  the  other,  but  I kept  after 
him  for  years.  Finally,  the  first  one  who  said  she  had  H.D., 

I said,  "What  the  devil  is  that?"  Next  comes  finding  out  about 
it,  what  it  does,  and  most  of  all,  how  hard  it  is  to  find  doc- 
tors and  people  who  even  know  enough  about  it  to  discuss  it. 
Mother  saw  one  specialist  who  said  she  didn't  have  it.  He 
flew  in  another  doctor  from  Dallas  who  said  "Yes,  she  does." 

So  the  other  says  he  made  a mistake  and  she  does.  We  live  in 
a small  Texas  town.  One  of  our  doctors  here  says  it's  so  rare 
no  one  has  it--another  says,  "Oh,  that's  no  problem  now.  They 
treat  it  with  L-Dopa."  (Big  goof.)  That's  just  a tiny  beginning 
of  what  you  run  up  against. 

Next  comes  the  problem  of  getting  the  patient  proper  care. 
Mostly  what  you  get  is  no  one  seems  to  know  just  what  to  do  for 
it.  That's  putting  it  mildly.  I really  think  my  mother  believes 
she  will  go  crazy  like  my  grandmother  and  that's  just  all  there 
is  to  it.  My  Dad  just  can't  believe  she  won't  get  better.  Of 
course,  she  just  gets  worse. 

Another  thing  is  family  reaction.  My  mother's  sister  has 
it,  but  she  has  not  really  been  diagnosed.  Until  recently, 
my  family  would  hardly  discuss  it.  It  either  hits  you  and 
that's  it,  or  no  discussion  at  all.  I have  read  everything 
I could  find  on  it,  talked  to  anyone  who  seemed  to  know  some- 
thing about  it  and  then  set  out  on  the  task  of  trying  to  dis- 
cuss it  with  my  family. 
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Finally,  someone  told  me  about  the  CCHD  in  New  York. 

I wrote  to  them  and  they  put  me  on  their  mailing  list.  Now 
you  find  out  you  are  not  alone.  In  one  of  their  letters 
was  Dr.  Chase's  name  and  the  work  he  is  doing  at  the  National 
Institutes  of  Health.  I called  him  about  Mother  and  while  we 
were  talking,  he  told  me  about  some  tests  they  were  working  on 
with  at-risk  people.  He  puts  Dr.  Neophytides  on  the  phone  and 
he  explains  what  he  is  working  on  and  wants  the  at-risks  in 
the  family  to  come  up.  At  first  I could  only  get  one  cousin 
to  come  with  me.  Finally,  after  lots  of  talking,  four  of  us 
went  up.  Needless  to  say,  we  were  all  a little  afraid.  But 
when  we  talked  to  Dr.  Neophytides  and  saw  how  interested  he 
was,  how  hard  they  are  working  there,  and  how  very  kind  he 
was  to  us,  we  all  felt  much  better.  Also,  up  there  were  the 
first  people  besides  my  family  I had  seen  with  H.D.  To  see  so 
many  people,  at  different  ages,  all  different  in  ways  and  to 
sit  and  discuss  how  they  felt,  was  fantastic  to  me.  For  all 
this  to  seem  so  important,  you  have  to  remember  years  of 
knowing  nothing  and  getting  no  response  from  doctors,  then  all 
of  a sudden  to  see  and  talk  to  other  people  with  the  same  pro- 
blems. Some  of  them  rea-lly  so  much  worse. 

One  lady  was  44,  has  H.D.,  four  children  and  her  husband 
left  her.  One  girl  there  is  26  years  old  and  has  had  it  for 
four  years  already.  All  of  these  people  talked  freely  and 
openly  to  us . I don't  know  if  they  do  to  everyone  or  if  they 
felt  closer  to  us  because  we  are  at-risk.  But  nearly  every  one 
of  them  had  a story  beginning  like  mine,  trouble  with  doctors 
not  knowing  what  H.D.  is,  how  to  treat  it,  how  their  family, 
friends  and  just  society  in  general  accepts  it.  It  is  hard 
to  believe  and  understand  that  in  this  modern  day,  in  a time 
when  we  can  send  people  to  the  moon,  that  there  is  a dreadful 
disease  like  this  that  needs  so  much  research  and  understanding. 

One  of  the  hardest  things  for  me  to  do  is  to  look  at  my 
three  darling  girls  and  to  think  what  I may  have  given  them. 

If  we  had  only  known,  we  would  have  adopted  children.  I love 
my  girls  more  than  life  but  I cannot  stand  the  thought  of 
seeing  them  rot  away  with  H.D.  If  you  want  to  know  what  hell 
is  like,  it's  seeing  someone  you  love  with  H.D. 

Also,  I would  be  lying  if  I said  I wasn't  worried  about 
myself.  I am  not  sure  my  husband  could  tolerate  years  of  that 
even  though  I know  he  loves  me.  I think  before  I could  put  him 
and  my  girls  through  that  I would  just  get  rid  of  myself.  I 
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know  this  is  wrong  but  there's  just  not  too  much  of  a choice 
open.  I bet  if  every  at-risk  were  honest  about  their  thoughts 
they  would  say  the  same  thing.  You  constantly  live  with  the 
thoughts  and  worries  about  yourself.  If  you  stumble  or  get 
tongue-tied  or  just  upset  over  something,  you  wonder  if  it's 
starting.  Maybe  that's  why  some  at  risks  won't  talk  about  it. 
Maybe  the  ones  who  think  they  are  fine  are  better  off  than  the 
rest  of  us.  In  this  I am  just  making  a very  long  story  very 
short.  If  people  can't  understand  that  we  badly  need  money 
for  research,  more  information  for  doctors,  more  understanding 
from  people,  better  care  for  those  affected,  then  this  is  a sorry 
world.  But  I believe  with  God's  help  and  everyone's  prayers 
and  help,  things  will  change. 

I also  think  the  people  who  already  have  H.D.  and  all  the 
at-risk  should  do  all  they  can  to  help  by  being  open  with  their 
feelings  and  what's  happening  to  them.  Also  they  should  volun- 
teer for  tests  and  whatever  for  research.  Maybe  if  we  all  work 
together,  society  will  see  there  is  a problem.  And  if  you 
happen  to  have  Huntington's  in  your  family,  you  think  it  is 
more  important  than  most  of  the  things  we  waste  a lot  of  money 
on . 
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VIVIAN  NICHOLS 

HOUSTON,  TEXAS  MAY  2,  1977 


My  father  was  a victim  of  Huntington's  chorea  for  an 
indeterminate  number  of  years.  I was  a young  teenager  when 
the  symptoms  first  began.  Misdiagnosis  as  alcoholism  caused 
great  repercussions  in  my  whole  family.  I grew  up  hating 
my  own  father.  My  mother  v/as  forced  to  divorce  him  and 
endure  the  hardships  of  bringing  up  two  little  girls  by  her- 
self. Had  she  known  he  was  only  sick,  the  divorce  would 
never  have  happened.  She  later  married  a man  who  hurt  her 
deeply  because  she  felt  so  desperately  lost.  Now  she  is  a 
neurotic  because  of  her  two  bad  marriages.  My  mother  and  I 
are  alienated  because  any  time  I do  or  say  something  she  may 
not  like,  she  actually  calls  me  by  my  father's  name  and 
accuses  me  of  having  Huntington's.  We  don't  see  each  other 
much  now. 

My  mother  would  never  have  married  my  father  and  possi- 
bly passed  on  the  disease  had  my  paternal  grandmother  been 
properly  diagnosed.  She  died  in  Austin  State  Hospital  as  a 
"crazy  woman."  My  grandmother  was  from  a small  community  here 
in  Texas.  There  are  still  people  who  would  avoid  my  father's 
family  because  of  the  hush-hush  secret  of  my  grandmother's 
behavior.  This  is  why  I chose  to  retain  my  married  name  when 
I got  a divorce  last  year. 

My  own  marriage  failed  because  I felt  I must  marry  a man 
who  did  not  want  children  by  me.  In  so  doing  I married  a very 
irresponsible  individual,  which  only  led  to  more  heartache. 

I was  sterilized  during  a legal  abortion  when  I was  20 
years  old  because  of  the  possibility  of  the  disease.  I still 
grieve  for  my  unborn  child,  though  I know  I did  the  "right 
thing . " 

When  I started  looking  for  a husband,  I didn't  realize 
that  there  would  be  t\\0  types  of  men  who  would  not  want  their 
own  children,  at  least  by  me.  One  would  be  he  who  already  had 
his  own  children,  then  he  would  most  likely  be  married  already 
separated  and  nonmarriageable , or  I would  have  to  take  on  a 
whole  family,  a very  hard  situation  to  adjust  to  when  so  young 
Or  there  would  be  the  selfish,  irresponsible  type,  that  which 
I married.  Either  way  is  extremely  difficult. 
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And  having  grown  up  without  a father  as  such,  I have 
recently  realized  that  I have  been  desperately  searching 
for  that  love  in  places  that  I shouldn't,  leading  myself  into 
more  trouble  and  heartache. 

I have  one  uncle  with  this  disease  and  there  are  a 
total  of  15  relatives  at  risk. 

And  has  anyone  thought  about  how  many  illegitimate  chil- 
dren there  may  be  around  the  world  (World  War  II,  Viet  Nam 
War  and  Korean  Conflict)  for  both  my  father  and  uncle  were 
in  the  war  before  they  even  got  married?  I may  have  "half- 
siblings" and  "half-cousins"  I don't  know  about! 

Because  of  the  sexual  freedom  prevalent  in  our  society, 

I believe  counseling  should  start  at  a very  early  age. 

I feel  it  would  also  be  helpful  to  victims  of  Huntington's 
disease  to  provide  a much  happier  environment  and  activities 
(as  long  as  they  were  able)  for  the  years  between  onset  and 
death.  Mental  hospitals  and  veterans'  hospitals  aren't  the 
answer.  I shudder  to  think  what  the  last  years  of  my  father's 
life  must  have  been  for  him. 

I have  just  recently  met  a Huntington's  disease  patient 
who  is  better  now  than  two  years  ago  simply  because  he  retired 
from  his  job.  He  expressly  stated  that  it  was  the  reduction 
of  stress  that  has  helped  him. 

Much  has  been  going  on  lately  in  the  field  of  self- 
directed  stress  release,  i.e.,  transcendental  meditation, 
alpha  mind  control,  etc.  I believe  that  it  may  well  be 
possible  that  the  harried  world  we  live  in  could  be  causing 
the  disease  to  manifest  itself  a lot  sooner  and  with  greater 
intensity.  I suggest  that  the  whole  area  of  self  healing  be 
investigated  and  researched  as  well  as  medical  research  in 
the  control,  delay,  and  possibly  curing  of  Huntington's  disease. 

I am  at  risk.  One  week  from  today.  May  9,  1977,  will  be 
my  30th  birthday.  I can  think  of  no  greater  35th  or  40th 
birthday  gift  than  to  have  a cure  for  Huntington's  disease 
discovered . 
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ERNEST  J.  PECK,  JR.,  PH.D. 

ASSOCIATE  PROFESSOR,  CELL  BIOLOGY 
BAYLOR  COLLEGE  OF  M.EDICINE 

HOUSTON,  TEXAS  APRIL  13,  1977 

I am  writing  as  a medical  scientist  with  research  interests  in 
Huntington's  disease.  It  is  my  purpose  to  point  out  to  the 
Commission  the  necessity  for  basic  research  in  central  nervous 
function  and  dysfunction. 

Basic  research  on  Huntington's  disease  is  in  its  infancy.  A 
recent  bibliography  of  research  on  Huntington's  disease  (Bruyn, 

Baro  and  Myrianthopoulos,  eds.,  "A  Centennial  Bibliography  of 
Huntington's  Chorea,  1872-1972",  Leuven  University  Press,  Louvain, 

1974,  Library  of  Congress  Number  73-92934)  shows  a remarkable 
increase  in  the  number  of  papers  related  to  Huntington's  from  the 
mid  1950' s.  However,  fewer  than  25%  of  the  695  papers  from 
1956-1971  relate  to  genetic  or  biochemical  research;  the  vast 
majority  are  clinical.  During  the  past  two  decades  remarkable 
progress  has  been  made  in  understanding  disorders  of  the  central 
nervous  system  and  in  each  case  basic,  fundamental  research  has  been 
the  cornerstone  of  this  progress. 

Phenylketonuria  is  a classic  example  of  the  worth  of  basic 
research.  Neurochemical  research  has  not  only  led  to  the 
identification  and  understanding  of  the  disease  but  also  to  its 
treatment. 

Phenyl ketonuria  is  a disorder  of  amino  acid  metabolism  (as  Huntington's 
may  be)  in  which  infants  lack  the  enzyme  phenylalanine  hydroxylase, 
which  transforms  phenylalanine  to  tyrosine.  Phenylalanine  from  the 
diet  is  not  metabolized  in  such  infants  and  reaches  toxic  levels  which 
destroy  certain  sites  in  the  central  nervous  system,  resulting  in 
mental  retardation  and  associated  abnormalities.  A large  number  of 
mental  retardates  in  the  United  States  are  victims  of  phenylketonuria. 
Today,  as  a result  of  neurochemical  research,  the  abnormality  is 
understood  and  a test  has  been  developed  to  screen  for  elevated 
phenylalanine  in  blood  or  urine  of  newborn  children.  This  test  is  now 
required  by  law  throughout  the  U.S.  When  elevated  phenylalanine  levels 
are  noted,  this  amino  acid  is  eliminated  from  the  infant's  diet. 
Thereafter  these  individuals  mature  normally,  capable  of  full  and 
productive  lives. 


Despite  the  successes  with  phenylketonuria,  Tay-Sachs',  Fabry's, 
Gaucher's  and  Parkinson's  disease,  hundreds  of  other  metabolic  and 
developmental  disorders  of  the  nervous  system  are  poorly  understood. 
Huntington's  disease  is  among  these.  For  such  diseases  a combined 
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effort  of  clinical  and  research  scientists  is  essential,  with  the 
clinician  diagnosing  the  abnormality  and  the  laboratory  neurochemist 
systematically  attempting  to  identify  and  develop  treatment  measures 
for  the  abnormality.  Ultimate  success  is  dependent  upon  the 
combined  efforts  of  neurochemical  laboratories,  clinical  facilities 
and  the  medical  scientific  minds  trained  in  the  intricacies  of 
modern  neuroscience. 

Much  remains  to  be  learned  of  the  nervous  system  before  we  can 
understand  and  rationally  treat  its  pathologies.  For  example,  the 
neurotransmitters  for  at  least  75%  of  the  synapses  of  the  central 
nervous  system  remain  unidentified!  Nonspecific! ty  of  current  drugs 
and  uncertainty  about  transmitter  identification  continue  to  raise 
the  question  - how  are  neurotransmi tters  involved  in  the  genesis  and 
treatment  of  neurological  and  psychiatric  disorders?  Such  diverse 
pathologies  as  epilepsy  and  manic  depressive  psychosis  may  result 
from  imbalances  in  the  chemistry  of  the  nervous  system. 

The  remarkable  sensitivity  of  the  embryonic  and  developing  brain  to 
deprivation  - either  of  nourishment  or  sensory  input  - and  its  equally 
remarkable  capacity  to  recover  from  insult,  raise  questions  of 
great  clinical  and  sociological  importance.  Given  that  we  could  initiate 
and  control  neuronal  regeneration  through  an  understanding  of  the 
plasticity  and  adaptability  of  neonatal  neural  tissue,  the  treatment 
of  senile  dementia  and  the  repair  of  brain  lesions  such  as  Huntington’s 
would  be  possible. 

In  the  foregoing  paragraphs,  I have  attempted  to  summarize  a few 
of  the  past  successes  and  future  potentials  of  basic  research  in 
the  neurosciences.  As  relates  to  the  charge  of  your  Commission,  I 
recommend  an  expansion  of  the  support  base  for  basic  research  on 
developmental  neurobiology,  neuronal ~gl ial  interrelationships,  brain- 
specific  viruses  and  synaptic  transmission.  Since  marked  alterations 
in  levels  of  y-sminobutyric  acid  and  y^^ydroxybutyrate  have  been 
noted  in  specific  loci  of  the  brains  of  Huntington's  patients,  I would 
recommend  an  assault  on  the  gl utamate-y-ami nobutyrate  system. 

Finally,  a comprehensive  study  of  the  vasculature  of  basal  ganglia 
during  development,  adult  life  and  aging  is  needed.  Each  of  these 
topics  is  a potential  source  for  1)  understanding  and  2)  treating 
the  disease(s)  called  Huntington's  chorea. 

In  summary,  it  is  my  belief  that  basic  research  in  the  neurosciences 
will  provide  a comprehensive  description  of  nervous  system  function 
and  pathology  which  will  extend  from  the  molecular  level  to  the 
highest  levels  of  integration.  Only  such  an  understanding  of  the 
nervous  system  can  provide  the  rational  basis  for  new  clinical 
appl ications. 
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MRS.  JIM  W.  PERRY 

MESQUITE,  TEXAS  APRIL  25,  1977 


I am  not  interested  in  testifying  at  the  May  3rd  Dallas 
hearing  of  the  Comraission,  but  I do  feel  it  imperative  that 
the  Federal  Government  be  made  aware  of  the  full  scope  of  needs 
in  H.D.  My  interest  in  H.D.  is  that  I am  classified  "at 
risk."  The  problem  areas  that  I see  in  H.D.  are: 

1.  Family  torment  (early  deaths,  high  incidence  of 
mental  illness  and  suicide,  long  deterioration  process); 

2.  Anxiety  of  persons  at  risk  (many  produce  psychoso- 
matic symptoms) ; 

3.  Fear  regarding  possibility  of  passing  on  H.D.  to 
offspring ; 

4.  Conflict  regarding  decision  regarding  future  children; 

5.  Frustration  regarding  NO  diagnostic  test,  NO  treatment 
(except  palliative) , unknown  etiology,  and  NO  CURE. 

Solutions  are: 

1.  Education; 

2.  Supportive  Services; 

3.  Research  (goals  of  T.H.D.C.). 
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FRVIN  W.  POWELL,  PH . D . 

PROFESSOR  OF  ANATOMY 

UNIVERSITY  OF  ARKANSAS  FOR  MEDICAL  SCIENCES  APRIL  15,  1977 


Huntington's  chorea  is  probably  one  of  the  worst  dis- 
eases afflicting  man.  It  is  a worthwhile  area  on  which  to 
focus  research  efforts.  Perhaps  the  worst  part  of  H.D.  is 
the  anticipation  that  you  have  a 50-percent  chance  of  getting 
the  affliction. 

If  I were  asked  to  construct  a research  effort  against 
Huntington's  chorea,  it  would  be  weighted  neurochemically 
and  be  composed  of  a neurochemist,  neuroanatomist/neurophys- 
iologist, clinical  neurologist,  and  a consulting  cytogeneti- 
cist. These  men  (on  temporary  leave  of  absence  from  their 
regular  duties)  would  devote  priority  to  this  project,  and 
work  in  other  areas  would  take  second  place.  Their  salary 
and  equipment  needs  should  be  furnished  for  a period  of  3-5 
years  so  that  they  could  make  such  a commitment.  Such  a 
multidisciplinary  team  would  also  need  a secretary  and  two 
research  assistants. 
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JOSEPHINE  REID 

SULPHUR,  OKLAHOMA  APRIL  24,  1977 


I have  two  children  that  have  Huntington's  disease. 

My  daughter  is  49  and  my  son  47  years  of  age.  My  youngest  son 
at  44  has  not  shown  any  symptoms.  My  son,  Robert,  is  in  the 
State  V.A.  Hospital  at  Norman,  Oklahoma.  He  was  in  the  State 
Veterans  Center  here  at  Sulphur  twice,  but  was  discharged 
both  times  for  his  bad  behavior.  I was  forced  to  have  him 
comitted  a year  and  a half  ago  because  of  his  violent  spells, 
which  are  getting  worse.  He  is  in  a closed  ward.  Their 
father  was  in  Central  State  Hospital  until  he  became  bedfast, 
then  was  moved  to  a nursing  home,  where  he  died  in  1972. 

I have  rented  a house  next  door  to  me  for  my  daughter  and 
my  16-year-old  granddaughter.  My  daughter  receives  Supplemental 
Social  Security  and  a medical  check  from  the  state  that  covers 
about  half  the  cost  of  her  medicine.  She  does  not  have  any 
kind  of  insurance,  hospital  or  life.  The  State  Welfare  Depart- 
ment has  taken  care  of  her  two  times  in  the  hospital.  She  was 
divorced  from  her  husband  about  seven  years  ago.  My  son's 
wife  divorced  him  after  he  was  committed  to  a state  mental 
institution  five  years  ago. 

I am  66  years  old  and  my  daughter's  care  will  become  a 
problem  for  me  as  I grow  older.  She  is  almost  helpless  now. 

My  daughter  has  a 26-year-old  son.  He  had  a nervous  breakdown 
and  was  in  the  V.A.  hospital  in  Houston,  Texas,  where  his 
father  lives,  for  7 months  and  has  been  given  100- percent 
disability  pension. 

H.D.  is  a terrible  disease  and  I am  greatly  interested 
in  getting  research  to  end  the  disease. 
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MRS.  JAMES  N.  RENEGAR 

KILLEEN,  TEXAS  APRIL  12,  1977 


The  best  way  I know  how  to  express  my  view  of  the  needs 
and  problems  encountered  by  Huntington's  chorea  victims  is  to 
relate  directly  to  our  family  problems. 

My  husband,  James,  is  a victim  of  Huntington's  chorea. 

He  is  31  years  old  and  I am  27.  The  disease  was  detected  in 
July  1976  at  Scott  and  White  Hospital,  where  he  is  being  ' 
treated  on  a regular  basis.  The  disease  has  been  a direct 
hereditary  disease  in  his  family,  with  his  father,  uncle,  and 
grandmother  all  having  it.  The  patterns  described  in  past 
research  about  the  disease  developing  in  a 10-year-earlier 
generation  as  it  is  passed  down  have  seemed  to  hold  through. 

Our  one  son  is  adopted;  however,  he  has  two  younger  brothers 
who  both  have  children. 

When  first  discovering  that  the  illness  was  definitely 
there,  depression  became  the  main  factor  in  his  life,  with 
thoughts  as  why  he  should  live  and  suffer  and  cause  hardship 
on  me  and  our  son.  He  went  through  the  problems  and  suffering 
with  his  father,  and  maybe  we  should  not  criticize  his  feel- 
ings; however,  we  want  to  try  and  help. 

Things  have  not  been  all  peaches  and  cream,  but  six  months 
went  by  and  the  biggest  tragedy  occurred,  that  was  to  us  a 
big  tragedy.  The  company  where  James  worked  for  almost  ten 
years  decided  they  no  longer  needed  him  and  indicated  the 
reason  being  it  was  something  they  wanted  to  do  for  five  years. 
Well,  reasons  for  firing  people  to  me  is  because  they  are 
stealing  from  you,  losing  money,  not  loyal,  etc.  People  can 
tell  you  James  won  all  kind  of  achievements  for  outstanding 
work  with  the  Ford  Motor  Company  as  Parts  Manager  of  our  local 
Lincoln-Mercury  dealership,  even  trips  out  of  the  country. 

Loyal  and  devoted  was  what  everyone  said  about  him.  I honestly 
believe  through  discussion  with  legal  friends  that  a lawsuit 
would  have  been  justified;  however,  our  life  was  already  com- 
plicated enough.  If  there  was  some  documentation  to  justify 
such  actions,  they  refused  to  indicate  such.  I honestly 
expected  something  like  this  may  happen  in  two  or  three  years, 
him  losing  his  job,  only  because  he  was  not  able  to  do  it, 
but  not  this  soon. 
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Depression  hit  even  harder  this  time,  with  real  threats 
of  suicide.  That  was  like  burying  a man  before  he's  dead. 
Weeks  went  by  with  him  trying  to  find  a job,  which  seemed 
like  the  impossible.  Salary  choices  were  really  upsetting, 
but  just  finding  a job  became  hard.  He  did  find  a job  in  a 
parts  store  with  about  half  the  salary,  but  I was  happy  just 
to  see  him  back  up  in  spirits  again  feeling  useful. 

As  far  as  needs,  I need  encouragement  that  maybe  someday 
there  will  be  a cure.  I need  to  know  what  is  the  best  way  to 
cope  with  the  situation  as  it  grows  worse.  Do  we  think  about 
a hospital  ($)  or  try  to  keep  him  at  home?  I have  to  work 
while  worrying  about  him  24  hours  a day.  When  people  ask 
what  can  they  do,  I tell  them  please  treat  him  normal.  He 
is  a human  being  with  feelings  of  affection.  Keep  them  busy 
doing  things  they  enjoy  and  bend  a little  and  be  nice.  Don't 
give  them  time  to  sit  and  worry  about  tomorrow.  All  of  this 
is  a lot  easier  said  than  done  sometimes.  I have  a strong 
backbone,  but  oftentimes  it  slips. 

Money  is  an  upsetting  factor  in  everyone's  lives;  how- 
ever, when  you  know  that  job  opportunities  are  not  at  your 
fingertips  and  disability  lies  ahead,  then  things  tend  to  look 
worse  and  life  seems  less  valuable  to  you.  These  are  only 
true  facts  in  my  book.  Love  is  a necessity  with  no  price  tag, 
but  housing  and  food  carry  those  price  tags  that  can't  be 
ignored. 

Life  is  beautiful  when  people  treat  one  another  as  they 
would  like  to  be  treated,  especially  the  fortunate  ones. 
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GKRLEINE  A.  SCHOONOVER 
QUITMAN,  LOUISIANA 


APRIL  5,  1977 


I am  now  a widow.  My  husband  died  on  the  2nd  of  March, 
1977,  after  being  on  the  terminal  ward  for  almost  ten  months. 

My  four  children  are  legally  fatherless  and  face  the  same  death 
that  their  father  and  many  other  mothers  and  fathers  face(d) . 

I met  my  husband  in  1957  and  we  were  married  in  February 
of  1959.  My  husband  never  told  me  of  the  KILLER  in  his  family. 
His  first  wife  had  left  him  and  had  told  him  it  was  because  of 
the  disease  in  his  family.  With  all  of  this  to  face,  my  hus- 
band only  told  me  that  his  father  had  been  in  the  state  hospital 
for  13  years  and  died  there. 

So,  six  years  and  three  children  after  our  marriage,  I 
first  heard  of  Huntington's  chorea.  Even  then  my  husband  denied 
that  H.D.  was  in  the  family.  In  1965  it  was  hard  to  find  infor- 
mation on  Huntington's  disease,  it  is  still  hard,  and  with  con- 
flicting stories  I prayed  my  husband  was  right.  At  the  same 
time  I began  to  live  with  the  hidden  fear  of  this  disease  that 
I could  find  no  real  information  on  and  the  fear  that  my  husband 
was  lying. 

On  June  1,  1972  my  husband  retired  from  the  Air  Force  with 
20  years  plus  and  a regular  discharge.  By  July  10,  1972  I was 
told  he  should  not  work  or  drive  because  of  his  condition.  In 
many  ways,  the  children  and  I were  lucky.  The  doctor  at  V.A. 
in  New  Orleans  was  quick  to  recognize  H.D. , even  without  family 
history.  Gale  was  diagnosed  and  at  this  time  it  was  very  impor- 
tant, as  Gale  was  becoming  more  violent  more  often.  This  had 
been  true  for  the  last  year  or  so,  but  after  he  had  started  his 
processing  for  retirement  it  had  gone  from  bad  to  worse. 

I find  that,  for  a very  large  part,  the  people  and  doctors 
in  Louisiana  show  a very  small  interest  in  doing  anything  about 
fighting  H.D.  I realize  this  may  very  well  be  my  fault  in  some 
part,  BUT  when  you  go  to  a doctor  (?)  and  ask  him  to  help  you 
in  obtaining  the  procedure  so  that  your  children,  husband  and 
yourself  can  aid  research  on  an  incurable  disease  and  he  never 
contacts  you  after  he  obtains  this  information  (I  know  I should 
have  kept  on  his  heels  day  and  night  asking  if  he  had  received 
the  information;  now  I do) — but  then  I could  not  believe  that  a 
doctor  that  carries  a recording  machine  with  him  would  not  have 
the  interest  or  time  to  have  me  contacted. 
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Because  I am  not  at  risk,  I view  H.D.  with  mixed  feelings. 
Because  I am  human,  my  life  is  full  of  conflict  of  interest. 

The  mixed  feelings  add  to  the  conflicts  of  interest,  and  the 
conflicts  of  interest  add  to  the  mixed  feelings.  BECAUSE  I am 
like  the  hundreds  of  thousands  of  humans  that  are  faced  by  this 
KILLER  I ask  your  help  and  pray  that  this  Commission  will 
succeed . 

I will  be  in  Dallas  on  the  3rd  of  May  and  if  you  want  me 
to  testify  I will  be  glad  to  to  the  best  of  my  ability. 


3-540 


I ).i  1 las,  Toxas 


May  3,  1977 


r.KHLKim:  a.  Schoonover 

nu ITMAN,  LOUISIANA  APRIL,  1977 


I respectfully  submit  the  following  about  my  husband 
in  hopes  that  it  will  help  in  some  way  to  show  the  need  of 
all  families  that  live  under  the  threat  of  this  KILLER  called 
Hunt  i ncj ton  ' s disease. 

Gale  Allen  Schoonover  was  born  on  March  24,  1931.  He 
was  the  tenth  or  eleventh  child  of  Frank  P.  Schoonover. 

Frank  Schoonover  had  inherited  from  his  mother,  Abigale  Cook 
Schoonover,  Huntington's  disease  and  out  of  Frank's  eight 
children  that  lived  to  adulthood,  five  have  so  far  had  Hunt- 
ington's disease.  The  last  three  still  live  under  the  threat 
of  this  killer  and  their  children  and  their  children  feel  the 
throat  just  as  bad  as  my  children,  if  not  worse,  for  you  see, 
my  children  know  that  their  chances  are  50-50. 

I met  Gale  in  1957  and  we  were  married  in  February  of 
1959.  Gale  did  not  tell  me  about  the  disease  in  his  family, 
only  that  his  father  had  been  in  the  State  Hospital  before 
he  died.  This  did  not  upset  me  as  my  own  mother  had  to  be 
hospitalized  in  the  State  Hospital  when  I was  about  6 or  7 for 
a nervous  breakdown,  but  she  was  helped  and  is  now  74  years 
old.  Gale  and  I had  four  children,  three  before  I learned 
about  Huntington's  disease  for  the  first  time,  and  the  fourth 
was  born  soon  after.  After  this  child  was  born,  I used  an 
lUD  until  Gale  had  a vasectomy. 

Gale  retired  from  the  Air  Force  after  20  years  and  some 
months.  The  years  from  1967  to  1972  were  a mixture  of  chang- 
ing jobs  or  bad  write-ups.  One  month  and  ten  days  after  a 
clear  retirement  Gale  was  found  to  be  disabled  and  I was  told 
that  he  should  not  work  or  drive.  March  26,  1973  found  Gale 
completely  hospitalized  with  weekend  passes.  These  passes 
were  so  hard  on  Gilbert,  10  years  old,  that  he  reached  the 
point  of  asking  me  to,  "Please  leave  Daddy  at  the  hospital 
just  one  weekend." 

Two  weeks  after  Gale  was  home , he  was  on  the  ward  and 
going  downhill  very  fast.  Before  a month  was  up,  the  doctor 
had  to  confine  Gale  to  the  bed  except  for  when  he  was  strapped 
in  a chair.  March  23,  1976,  on  this  day  I found  that  Gale  did 
not  recognize  me  as  his  wife.  That  was  my  37th  birthday,  and 
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the  next  day,  March  24,  1976,  Gale  was  45.  In  May  the  doc- 
tor had  Gale  put  on  the  terroinal  ward.  During  this  time  the 
children  went  through  HELL,  as  only  one  of  them  had  been  able 
to  find  the  courage  to  go  see  him.  Gilbert  went  to  see  his 
father  in  April.  It  was  only  after  this  that  the  other  three 
were  slowly  able  to  bring  themselves  to  see  their  father.  I 
do  not  blame  them  for  feeling  this  way  as  it  was  almost  impos- 
sible for  me  to  go,  yet  I wanted  to  do  all  I could  for  both 
Gale  and  the  children  and  at  the  same  time,  I wanted  to  run 
away  from  it  all. 

WHAT  IS  THE  FUTURE  FOR  THESE  SIX  YOUNG  PEOPLE?  WILL  THE 
KILLER  TAKE  NONE  ...  ONE  ...  ALL? 

The  future  of  these,  as  well  as  hundreds  of  thousands 
of  other  people,  will  be  affected  by  the  choice  this  Commis- 
sion and  the  President  of  the  United  States  make  when  all  the 
facts  are  brought  together  this  year. 
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WILMAM  B.  STAVINOHA,  PH.D. 

PROFESSOR,  DEPARTMENT  OF  PHARMACOLOGY 
UNIVEP.SITY  OF  TEXAS 
SA!.’  /V.'TONIO,  TEXAS 


APRIL  26,  1977 


Thank  you  for  the  opportunity  to  comment  on  the  problems 
of  Huntington's  disease. 

1-2.  New  research  ideas  in  progress  on  Huntington's  dis- 
ease could  best  be  facilitated,  and  creative  and  innovative 
researchers  could  be  supported  by  the  following  process : 

a.  Collect  the  names  of  the  scientists  who  have 
been  recent  instigators  of  new  approaches,  new  instrumentation 
or  in  other  ways  have  solved  the  technological  problems 
that  hinder  progress. 

b.  Have  a meeting  of  these  people  and  let  them  dis- 
cuss the  approaches. 

c.  Make  available  money  to  test  theory  and  to  con- 
struct prototype  instrumentation. 

d.  Make  available  long-term  support,  five  years  or 
more,  to  allow  the  proper  development  of  sophisticated  approa- 
ches to  the  problem,  for  we  are  not  allowing  scientists  time 
to  commit  themselves  to  a creative,  innovative  idea. 

e.  To  commit  money  support  use  a board  made  up  of 
the  scientists  whose  names  were  collected  by  the  criteria 
in  the  first  step  and  rotate  them  on  the  board. 

To  keep  the  brightest  people  in  research,  we  must  have 
a stable  support  system  with  adequate  salaries  for  the  researcher, 
but  we  need  not  try  to  compete  with  the  income  from  private 
clinical  practice,  for  research  budgets  cannot  afford  to 
support  the  scientists  at  that  level.  To  support  on  the 
basis  of  business  competition  rather  than  on  the  basis  of 
being  an  excellent  scientist  would  be  discriminatory  and 
would  ignore  the  merit  system. 

3.  I believe  that  pilot  money  would  be  a great  help, 
but  it  should  not  be  limited  to  $5,000. 
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4.  The  ideas  I have  presented  are  not  specific  to 
Huntington's  disease  but  apply  to  all  brain  research.  Brain 
research  is  a very  complex  problem  and  is  not  responsive  to 
short-tem  projects  or  investigators. 

5.  The  most  exciting  areas  that  have  developed  have 
been  the  possibility  of  having  an  animal  model  for  the  dis- 
ease, J.T.  Coyle  and  R.  Schwartz,  NATURE  263:244-246  (1976) 
and  P.  L.  McGeer  and  E.G.  McGeer,  NATURE  263:517-520,  1976. 
The  other  possibilities  lie  in  the  investigation  of  the  in- 
volvement of  the  cholinergic  system  using  the  measurement  of 
blood,  choline,  and  acetylcholine  as  recently  reported  by 
Stavinoha,  W.B.  and  Modak , A.T.,  Transactions  of  the  American 
Society  for  Neurochemistry  Seventh  Annual  Meeting,  Vancouver, 
B.C.,  1976,  Volume  7,  Israel  Hanin,  Cholinergic  Mechanisms 
and  Psychopharmacology,  La  Jolla,  California,  1977,  Plenum 
Press . 

6.  A clinical  research  center  would  be  excellent  help, 
but  one  or  two  central  areas  would  be  adequate.  A system 
should  be  provided  for  scientists  to  obtain  properly  handled 
samples . 
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DOROTHY  WALKER 

McALESTER,  OKLAHOMA  APRIL  25,  1977 


Carl  Walker  entered  as  a patient  at  Central  State  Hos- 
pital, Norman,  2/8/75,  and  is  confined  and  continues  receiv- 
inq  medication  and  care  there.  As  I visit  him,  at  the  distance 
of  the  door,  as  they  assist  him,  walking  slowly  with  difficulty, 
he  says,  "Hi  there,  I see  my  wife."  As  he  then  is  seated  by 
me,  1 tell  of  the  things  I know  always  interest  him.  I notice 
he  does  not  focus  his  eyes.  Mostly  his  conversation  is  yes  or 
no.  I f he  asks  a question,  it's  difficult  forming  the  words, 
but  sits  quietly.  If  I joke  him,  he  respondswith  a slight  laugh. 
He  is  agreeable  and  in  no  pain,  but  still  is  on  puree  diet  and 
spends  most  time  in  bed. 

This  testimony  letter,  if  there  is  anything  please  use 
it  as  a battle  against  this  disease.  One  year  ago  (4/10/76) , 
a nephew  of  Carl  Walker  was  diagnosed  to  have  H.D.  Now  he  is 
in  Reno,  Nevada  State  Hospital.  He  is  35  years  old.  This 
man  is  a child  of  another  of  Carl's  deceased  sisters. 
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TRISHA  WALLACE 

CARROLLTON,  TEXAS  APRIL  24,  1977 


I am  not  interested  in  testifying  at  the  May  3rd  hear- 
ing of  the  Commission  but  I do  have  an  interest  in  Hunting- 
ton's disease. 

I am  aware  of  the  Dallas  organization  and  have  friends 
affected  with  the  disease.  I have  seen  what  is  available 
to  these  people,  and  it  seems  grossly  inadequate.  Coping  with 
their  current  problems  is  hard,  but  realizing  what  lies  ahead 
in  the  last  debilitating  stages  and  how  few  resources  there  are 
available  to  these  victims  seems  so  unjust. 

I'm  not  aware  of  the  research  going  on  at  this  time  for 
the  prevention  or  cure  of  this  disease,  but  I am  aware  of  the 
effect  it  has  on  the  lives  of  the  victims  and  their  families. 

I sincerely  hope  that  there  is  research  in  progress. 

Thank  you  for  this  opportunity  to  view  my  views. 
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.‘U<S.  A.  WEBB  WISEMAN 

BROWNFIELD,  TEXAS  APRIL  21,  1977 


I have  been  receiving  educational  material  from  CCHD 
since  last  October.  I am  encouraged  by  learning  of  the 
research  being  done. 

I'm  sure  my  mother  died  of  this  disease,  although  she 
was  never  diagnosed.  She  was  treated  for  mental  disorders 
and  was  diagnosed  as  schizophrenic.  The  psychiatrists  who 
first  treated  her  in  1952  said  there  was  evidence  that  her 
disease  had  been  working  on  her  possibly  10  years  prior  to 
that  time.  She  was  in  and  out  of  mental  hospitals  until  the 
mid- '60s,  when  we  were  told  a nursing  home  was  the  only  place 
for  her.  She  died  in  1967.  She  had  two  brothers,  who  died 
of  similar  diseases.  One  brother  was  definitely  diagnosed 
as  having  H.D.  He  died  in  the  mid-* 50s.  His  son  also  had 
H.D.  The  disease  started  on  him  before  he  was  40  and  he  died 
two  years  ago  at  age  50.  His  sister  has  been  diagnosed  as 
having  H.D.  and  she  is  60,  still  living,  as  far  as  I know. 

With  this  family  history,  I'm  sure  I'm  an  at-risk  person. 

I have  one  brother  and  one  sister.  My  sister  has  just  recently 
been  treated  for  an  emotional  illness.  She  missed  about  nine 
months'  work  but  has  been  back  on  her  job  as  bank  teller  since 
last  October. 

I have  three  children  and  five  grandchildren.  I am  54 
years  old,  and  still  wondering  if  I have  passed  H.D.  on  to 
my  children  and  grandchildren.  I want  to  be  a regular  con- 
tributor to  CCHD. 
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ANONYMOUS 

EL  PASO,  TEXAS  SEPTEMBER  30,  1976 


Having  grown  up  in  a home  where  my  mother  suffered  from 
H.D.,  having  had  a father  with  a Ph.D.  in  Social  Psychology, 
and  having  become  a registered  nurse  myself,  perhaps  I have 
been  able  to  see  this  disease  in  both  a personal,  subjective 
side  as  well  as  being  able  to  intellectualize  the  process  from 
a more  objective  viewpoint.  Since  this  disease  presents  so 
many  horrendous  problems  to  the  entire  family  in  a never  end- 
ing way,  with  one  person  after  another  falling  victim,  I hope 
I will  be  able  to  sort  out  the  most  relevant  information  to  aid 
you  in  your  project.  It  is  a welcome  relief  to  be  able  to 
release  this  hidden  family  history  to  a concerned  group. 

First,  I want  to  say  that  I am  very  proud  of  my  heritage 
on  both  sides,  aside  from  the  many  problems  caused  by  this 
disease.  In  early  childhood  there  was  much  family  togetherness, 
much  love  and  mental  stimulus  in  our  home.  Both  of  my  parents 
were  college  graduates.  My  mother  came  from  a very  refined 
family  of  outstanding  early  American  stock.  She  was  valedic- 
torian of  her  high  school  class  in  Chiago,  and  received  her 
college  degree  in  English.  She  was  a teacher  as  well  as  an 
accomplished  violinist.  As  a very  dedicated  mother,  she  spent 
many  hours  reading  poetry  to  my  sisters  and  me,  developing  our 
interest  in  classical  music,  encouraging  us  in  art  skills  and 
stimulating  our  mental  curiosity.  Both  she  and  my  father  tried 
to  apply  all  of  the  latest  educational  ideas  of  their  time  to 
rearing  us  three  girls.  However,  even  in  early  childhood  I 
can  recall  that  my  mother  was  given  to  emotional  outbursts  of 
crying  or  at  other  times  showing  temper  and  screaming  loudly. 

Of  course,  we  did  not  know  that  this  was  her  illness  coming  on. 
Also  she  showed  signs  of  twitching.  When  I was  ten  years  old 
I can  remember  her  telling  a neighbor  that  she  had  St.  Vitus' 
Dance  in  her  teens.  Yet  she  lived  to  the  age  of  65  years. 

I do  not  agree  with  figures  that  I have  read  regarding  the  length 
of  time  H.D.  spans  from  onset  to  demise  as  in  my  family  history 
it  has  been  much  longer. 

Her  extreme  of  moods  became  more  frequent  and  when  I was 
ten  years  old,  my  dad  separated  from  her,  leaving  us  three  girls 
with  her.  After  a year  he  decided  to  try  to  work  things  out  with 
her.  We  moved  to  Kansas  where  he  accepted  a new  teaching  posi- 
tion. As  her  disease  progressed  he  began  to  feel  threatened  in 
his  own  field.  When  he  could  not  resolve  the  personal  problems 
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of  his  own  marriage,  how  was  he  to  counsel  others  in  this 
area?  At  this  point,  he  did  not  realize  the  hereditary 
aspects  of  her  disease  but  had  known  her  mother  had  been 
ill  with  a long-term  mental  disorder. 

Fortunately  for  us,  my  sisters  and  I were  taught  the  value 
of  education,  strong  moral  values  and  a healthy  self-reliance. 

We  never  questioned  that  we  would  go  on  to  college.  My  father 
verbalized  often  within  the  home  the  important  things  to  give 
stability  to  life.  As  head  of  the  Sociology  Department  at  the 
University,  he  became  well  known  in  the  community  and  was  highly 
regarded  in  our  city  and  state  as  a leader  in  many  social  ser- 
vice programs  and  as  a counselor  for  many  human  problems.  He 
often  filled  in  as  minister  at  pulpits  around  the  state. 

Then  he  decided  to  make  a study  of  my  mother's  family  his- 
tory and  learned  of  the  disease  that  had  ravaged  through  her 
family  line.  Facts  were  uncovered  to  reveal  that  my  grandmothers 
for  eight  generations  back  all  had  suffered  from  this  illness. 

Now  his  fears  for  his  girls  became  real  to  him  too.  If  he  ad- 
mitted the  diagnosis  of  his  wife's  problem,  he  was  exposing 
something  that  would  jeopardize  the  future  for  his  daughters. 

If  he  divorced  his  wife,  he  was  admitting  failure  in  his  field. 
The  choice  was  devastating  to  him. 

The  strain  he  was  under  was  little  understood  by  us  girls, 
who  only  noticed  he  was  gone  a great  deal  serving  the  community. 
Suddenly,  when  I was  17  years  of  age  (my  sisters  were  15  and  18 
years  respectively),  he  walked  out  on  us,  nearly  ready  to  break 
himself,  and  accepted  a job  in  Washington,  D.C.  My  mother  had 
progressed  greatly  in  her  disease  with  frequent  tirades  and 
screaming  around  the  house,  her  dress  had  become  sloppy,  she 
was  jumpy,  nervous  and  cross  all  the  time  and  condemned  us  fre- 
quently. She  was  irresponsible  in  money  management.  She  did 
odd  things  such  as  locking  us  in  the  house  and  on  two  or  three 
occasions  seemed  violent  enough  that  I was  grateful  to  have  a 
locked  room  to  which  I could  escape.  Friends  and  neighbors 
would  ask  me  why  so  much  noise  came  out  of  our  home.  Her  judg- 
ment was  deteriorating  gradually  in  other  ways  too — moral  values 
being  not  the  least,  but  she  still  had  control  of  herself  when 
the  phone  rang  or  she  met  outsiders.  At  times  she  could  be  quite 
intelligent  yet.  Homelife  was  so  unnerving  that  we  three  girls 
made  a pledge  that  if  we  ever  got  like  this,  we  would  take  our 
lives  before  subjecting  our  loved  ones  to  so  much  emotional 
strife.  I think  we  all  had  fears  that  we  could  become  like  her 
and  yet  we  didn't  know  the  nature  of  her  problem. 
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Those  years  were  hard  as  she  was  too  bad  to  live  with  and 
not  bad  enough  to  be  hospitalized.  Three  teenaged  girls  seemed 
so  inadequate  to  know  how  to  handle  this  problem  we  were  left 
with.  We  all  tried  to  work  and  to  go  to  school.  I went  into 
nurses'  training  in  Washington,  D.C.  the  year  following  my 
dad's  departure.  This  gave  me  a quiet  place  to  build  myself 
but  I worried  terribly  about  my  mother  and  sisters.  I knew  I 
could  never  live  with  her  again  though. 

Then  in  my  mother's  madness  she  turned  over  all  of  the 
geneology  papers  to  my  sisters  to  read.  They,  of  course,  were 
very  frightened  and  wrote  to  my  dad  immediately.  Since  my 
sisters  had  learned  of  the  H.D.,  Dad  decided  to  tell  me  about 
it  in  a very  cruel  way,  saying,  "I  have  observed  all  of  you 
carefully  and  if  any  of  you  are  going  to  get  it,  it  will  be 
you."  So  many  fears  came  back  to  me . I wanted  to  talk  to  the 
doctors  at  the  hospital,  but  was  afraid  they  would  send  me  home 
from  nursing.  Later,  when  I told  one  of  my  sisters  what  he  had 
said,  she  said  he  had  written  them  the  same  thing. 

I think  he  wanted  the  disease  to  be  discovered  in  the 
family  because  then  he  would  feel  justified  in  going  back  to 
his  field  of  teaching  and  counseling.  People  would  know  why 
he  left  his  wife. 

He  could  never  have  brought  himself  to  expose  the  H.D. 
since  his  native  English  pride  was  so  great  and  he  loved  his 
girls  so  much.  Actually,  he  still  felt  deeply  the  love  he  had 
once  known  with  my  mother  before  the  destruction  of  her  perso- 
nality began.  During  these  years  my  father  was  very  depressed 
over  this  cloud  in  our  lives.  He  started  divorce  proceedings 
(with  guilts,  I am  sure),  and  dwelled  on  the  problem  so  heavily 
that  I would  not  visit  him  without  taking  friends  with  me. 

Upon  graduating  from  nursing,  I returned  to  the  city  where 
my  mother  and  sisters  were.  I decided  that  I would  never  marry 
However,  a long  standing  friend  who  knew  the  situation  was  will 
ing  to  face  the  future  with  me.  My  sisters  and  I were  all 
fortunate  enough  to  marry  college  graduates,  business  and 
professional  men  who  were  all  very  patient  in  the  years  to  come 
with  the  emotional  problems  that  came  up. 

My  mother  tried  to  function  in  society  for  nine  years 
after  my  father  left  before  she  had  to  be  hospitalized.  Thanks 
to  the  families  of  our  husbands,  we  tried  to  help  her  where  it 
was  possible  and  yet  take  a "live  and  let  live"  philosophy. 
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She  continued  to  do  more  obvious,  strange  things  that  were 
apparent  to  the  public.  Once  she  bought  a chicken  brooder 
with  several  hundred  chickens,  putting  them  on  her  small 
porch  in  the  middle  of  the  city,  against  zoning  laws.  She  was 
a prey  to  any  unscrupulous  person.  She  took  a trip  leaving 
the  small  chickens  on  her  porch  with  no  food  so  that  the  neigh- 
bors had  to  call  the  health  department.  Once  or  twice  she  was 
picked  up  by  the  police  for  vagrancy.  Soon  after  that  she 
wont  to  the  hospital  voluntarily  and  was  there  ten  years  more, 
dying  at  the  age  of  65  years.  It  was  not  until  she  had  been 
noticed  publicly  by  her  erratic  behavior  that  we  could  convince 
doctors  and  officials  that  she  needed  hospitalization.  At  the 
hospital  we  had  problems  convincing  the  doctors  of  her  diagno- 
sis as  they  insisted  it  was  schizophrenia.  Eventually  they 
realized  that  she  was  an  H.D.  patient  and  used  her  as  a classic 
example  for  the  psychology  students  who  took  seminars  there. 

By  this  time  the  married  lives  of  my  sister  and  mine  were 
shaping  up.  My  one  sister,  the  oldest,  graduated  from  college, 
was  very  active  in  community  affairs  and  a highly  respected 
person  of  good  society.  She  gave  birth  to  her  first  baby  and 
soon  it  was  discovered  that  the  baby  was  very  retarded  (an  idiot 
who  never  recognized  her  own  mother) . My  sister  knew  then  who 
was  carrying  the  gene.  Her  child  went  to  a state  hospital  at 
six  years  of  age  and  my  sister  was  afraid  to  have  more  children. 
Seven  years  later,  by  accident,  she  gave  birth  to  one  more 
child.  After  knowing  her  fate,  the  disease  took  the  same  long, 
gradual,  emotion-torn  course  in  her  family  for  twenty  years 
before  her  hospitalization.  Her  driving  was  very  erratic  with 
several  accidents,  her  values  were  slipping,  she  was  careless 
with  money,  unkempt  in  dress,  given  to  rages,  etc. 

Her  husband  too,  was  a good,  strong  person  but  could  stand 
the  humiliation,  degradation  and  emotional  outbursts  only  so 
long  and  after  enduring  many  public  embarrassments,  he  divorced 
her.  He  had  taken  her  to  many  doctors  first,  but  none  under- 
stood or  could  help  him.  He,  too,  wanted  to  keep  the  disease 
hidden  for  the  sake  of  his  son.  However,  when  his  son  did  learn 
of  it,  the  shock  of  knowing  he  was  in  line  for  the  disease  plus 
knowing  his  mother  had  been  deserted,  was  exceedingly  difficult 
to  resolve.  He  rejected  all  of  the  family  and  had  a couple  of 
years  of  drug  experimentation  before  starting  to  build  his  adult 
life  on  firm  ground.  This  disease  seems  bigger  than  the  human 
capacity  to  love  and  have  compassion,  not  only  because  of  the 
emotional  stresses  to  everyone  involved,  but  because  of  the  long 
term  financial  drain  on  the  family  for  one  H.D.  patient  after 
another. 
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My  other  sister  showed  signs  after  her  second  child  and 
was  soon  taken  to  a state  hospital  where  she  took  her  own  life 
after  two  years.  Her  first  daughter  was  raised  in  a state 
home  for  emotionally  disturbed  children  and  is  limping  through 
life  at  this  time  with  great  judgment  impairm.ent.  Her  other 
daughter  died  at  23  years  of  age  with  cancer.  Both  were  col- 
lege graduates. 

By  some  stroke  of  good  fortune,  I have  been  spared  from 
the  disease  but  not  without  the  years  of  worry  haunting  our 
daily  lives  as  to  whether  I would  be  next.  I didn't  have  my 
first  child  for  nine  years  after  our  marriage.  Before  having 
children,  I discussed  the  advisability  of  having  any  with  a 
panel  of  doctors.  Their  recommendation  was  to  keep  my  family 
limited  to  two  children  and  to  keep  my  own  life  simple.  After 
my  children  were  born,  my  fears  were  even  stronger  that  I might 
be  inviting  on  future  generations  this  ghastly  malady.  Would 
my  children  some  day  hate  me  for  this?  I had  seen  my  sister's 
boy  totally  reject  his  mother  after  learning  about  her  H.D.  and 
thus  causing  her  far  greater  torment  in  her  already  tortured 
existence.  She  had  been  such  an  outstanding  and  beautiful  per- 
son before  this  fate,  that  to  suffer  this  downfall  should  be 
more  than  any  human  should  have  to  bear  without  the  desertion 
of  husband  and  son  too.  Fortunately,  my  sister  had  so  many 
exceptional  friends  who  have  helped  me  see  her  through  her  ill- 
ness with  a grace. 

At  one  time,  when  my  oldest  child  was  four  months  old, 
and  only  two  months  after  my  sister  had  taken  her  life,  a 
social  worker  contacted  me  and  requested  an  interview.  This 
was  a shock  in  itself  since  we  had  moved  a thousand  miles  from 
my  family  situation.  I learned  through  her  that  I had  some  dis- 
tant relatives  that  lived  in  the  same  state.  She  was  doing  a 
study  through  the  government  (I  think  it  was  the  Atomic  Energy 
Commission)  and  had  traced  my  geneology  too.  She  informed  me 
that  the  specialists  of  H.D.  recommend  that  those  at  risk  should 
not  have  children.  After  trying  to  be  so  careful  in  this  decis- 
ion before  having  a baby,  the  shock  of  her  unsolicited  advice 
haunted  me  for  a long  time.  I waited  another  five  years  before 
having  my  second  child  at  35  years  old.  There  has  never  been 
much  of  a time  lapse  in  my  life  before  another  emotional  shock 
presented  itself  due  to  this  disease.  I have  not  mentioned  the 
cousins,  aunts,  etc.  who  have  also  developed  Huntington's 
chorea . 

I have  spent  much  of  my  adult  life  trying  to  hold  family 
loyalties  together,  trying  to  make  the  family  members  understand 
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t-hat  it  is  a disease  that  is  causing  so  much  family  desertion. 

Many  people  prefer  to  rationalize  the  disease  away  rather  than 
to  admit  that  it  does  indeed  exist  in  the  family.  I have  found 
that  those  who  do  not  have  the  H.D.  want  to  shun  those  of  the 
family  who  do,  as  the  price  can  be  so  great  if  one  tried  to  help. 
Some  of  the  at  risk  members  reject  the  family,  feeling  themselves 
unworthy,  or  to  escape  thinking  about  this  affiliation.  A very 
real  concern  for  me  was  that  my  husband  would  be  held  financially 
responsible  for  all  the  family  members  whose  own  spouse  or  immed- 
iate family  had  deserted  them.  I could  not  expect  him  to  be 
financially  obligated  and  feared  that  my  marriage,  too,  could 
be  jeopardized  by  this  type  of  pressure. 

Perhaps  this  personal  account  has  been  too  detailed,  but  it 
should  give  you  an  overall  view  of  how  the  disease  affects  every 
member  of  the  family.  We  have  had  to  go  the  state  hospital  route 
because  of  cost.  It  has  been  almost  impossible  to  get  family 
members  committed  until  people  outside  of  the  family  get  involved 
after  dubious  public  behavior  of  the  patient.  In  my  sister's 
case,  many  nursing  homes  rejected  her  because  she  was  only  48 
years  old  and  at  too  active  an  age  to  want  to  handle.  Senile 
patients  are  much  preferred.  Many  nursing  homes  don't  have  enough 
activities  for  H.D.  patients  since  there  are  so  few  patients  in 
these  homes  that  can  utilize  O.T.  and  R.T.  programs.  The  state 
hospitals  are  better  in  this  regard.  However,  we  have  run  into 
situations  where  the  state  mental  hospitals  don't  care  to  take 
them  as  they  say  it  is  a physical  disease.  Since  their  situation 
is  unique  compared  to  most  patients,  there  has  always  seemed  to 
be  a lot  of  haggling  between  various  state  facilities  before  the 
patient  is  accepted  at  any.  It  can  be  very  harsh  to  send  a 
patient  directly  to  a state  hospital  from  home.  The  victim 
knows  he  will  be  going  to  stay  permanently  and  will  gradually 
be  moving  from  the  best  ward  on  down  to  the  worst.  For  a person 
who  still  is  thinking  quite  clearly  in  most  respects,  this  is 
a terribly  frightening  way  to  start  out.  How  much  more  comfort- 
ing it  would  be  to  both  the  patient  and  the  relative  who  must 
place  them  in  a hospital,  if  there  could  be  somewhere  more  home- 
like in  atmosphere  to  start  them  out  and  within  financial 
possibilities . 

When  my  sister  was  first  placed  in  a city  facility,  a social 
worker  there  requested  an  interview  of  me  for  her  own  personal 
information  to  learn  how  H.D.  affects  the  entire  family.  She 
was  teaching  a class  at  the  University  and  said  she  had  not  run 
into  this  before  since  so  little  has  been  written  in  books. 


3-553 


Dallas,  Texas 


May  3 , 1977 


From  the  cases  I have  seen,  it  would  be  impossible  to  keep 
the  H.D.  patients  at  home  after  a certain  phase.  They  pass 
through  a long  stage  (years)  of  belligerence  when  they  can  be 
dangerous  to  others  at  some  moments.  I suppose  their  fears  are 
so  great  that  this  can  intensify  the  disease  symptoms.  Later 
they  become  bedridden  often  for  years,  when  even  eating,  speak- 
ing, etc.  cannot  be  handled.  They  cannot  let  you  know  that  they 
recognize  you  or  the  world  around  them  and  yet,  in  what  appears 
to  be  a vegetating  state,  they  still  know  when  someone  they 
have  loved  comes  to  visit  them.  How  hard  this  is  to  witness, 
over  and  over  in  the  family.  In  this  testimony  I have  tried  to 
mention  some  of  the  experiences  I have  been  involved  in  but  of 
course  they  are  far  too  numerous  to  relate  them  all.  Perhaps 
from  this  you  will  see  the  need  we  families  feel  for  outside 
help  to  relieve  the  constant  pressures  that  crumble  the  families 
from  within.  As  it  is  now,  even  the  "normal"  ones  of  the 
family  have  a hard  time  making  an  ordinary  life  for  themselves. 

There  are  many  ways  that  the  families  can  use  help  in  cop- 
ing with  this  destructive  disease.  Disseminating  literature 
to  the  doctors,  hospitals,  social  workers  and  others  who  might 
be  working  with  the  disease  is  an  important  start.  Not  only 
should  they  know  symptoms  of  the  disease  but  they  should  have 
some  courses  of  action  to  recommend  to  the  families  and  patients 
so  that  these  are  reassured  of  community  backing  and  understand- 
ing at  least  among  the  medical  and  mental  health  groups.  Because 
of  the  years  of  incapacity,  financial  assistance  needs  to  be 
given  the  families  so  that  they  will  face  the  disease  with  grace 
instead  of  deserting  the  victim  with  guilts  or  mental  blocks. 

If,  through  research  and  study,  there  have  been  observations  made, 
that  would  help  the  families  face  the  disease  with  more  enlight- 
enment, it  would  be  kind  to  publish  this  information  and  have 
it  at  their  disposal.  Questions  such  as,  "What  are  the  opinions 
of  the  authorities  in  regard  to  having  families?  Is  there 
medication  that  can  control  the  disease?  Where  should  I go  to  get 
help?  Who  will  understand  and  know  what  to  do?  Should  I go  to 
a neurologist  or  a psychiatrist?  What  will  the  hospitals  be 
like?"  can  weigh  heavily  on  the  minds  of  those  involved.  Research 
is  of  paramount  importance  to  give  hope  for  future  control  of 
the  disease.  The  work  of  CCHD  in  exposing  this  plight  has  given 
new  hope  to  thousands  of  families.  If  the  public  will  listen 
to  our  cries  for  help  and  get  some  programs  initiated  to  give 
relief  to  the  involved  families  and  make  them  feel  somebody 
cares,  we  might  be  more  willing  to  admit  where  this  disease 
exists.  This  would  help  the  families  greatly  to  face  up  to  this 
cruelest  disease  of  mankind. 
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Please  note  that  I do  not  easily  share  this  side  of  my  life, 
and  in  fact  have  kept  it  very  hidden  in  the  town  in  which  my 
husband  and  I have  lived  for  the  past  24  years,  mainly  because 
I knew  so  few  people  would  have  the  facts  to  base  any  judgments 
on  that  are  typically  made.  I bare  myself  now,  knowing  the  task 
of  your  committee.  To  delve  this  deeply  takes  its  toll  on  me 
but  it  is  worth  all  of  this  if  it  is  of  any  help  to  you  or  if  it 
reinforces  the  other  families  distraught  with  the  worries  of 
Huntington's  disease.  I wish  you  much  success  in  your  search 
for  truth. 
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My  husband,  , age  59,  has  Huntington's 

disease.  He  had  to  resign  from  his  work  as  a valuation  eng- 
ineer of  heavy  industry  for  ^ valorem  tax  purposes  on  October 
1,  1976.  He  is  a graduate  of  Texas  A&M. 

Dr.  William  S.  Fields,  head  of  Neurology  at  University 
of  Texas  medical  school  here  in  Houston  diagnosed  him  as  having 
Huntington's  chorea.  I feel  this  started  several  years  ear- 
lier, at  approximately  50-51  years,  but  it  was  not  diagnosed 
until  September  2,  1975. 

My  husband's  facial  movements,  extra  exaggerated  move- 
ments of  the  arms  and  legs  have  quieted  down  with  Haldol 
medication.  There  is  still  some  trouble  with  his  speech. 

His  father,  age  70,  also  had  Huntington's  for  20  years 
before  he  died  some  18-19  years  ago.  There  was  so  little  known 
about  the  disease  back  at  that  time.  We  cannot  find  any  other 
case  before  my  father-in-law,  but  I am  sure  there  must  have 
been . 


We  have  two  grown  children:  a young  man  who  will  be  30 
in  June  and  a girl  who  will  be  25  in  August.  Neither  one 
has  shown  any  signs  of  having  the  disease. 

My  husband  looks  good,  feels  good,  but  cannot  remember 
anything.  We  fill  each  day  as  full  as  possible.  I try  to 
keep  him  busy;  otherwise  he  wants  to  sleep.  He  doesn't  like 
too  much  conversation,  nor  crowds.  He  used  to  be  an  "out- 
going" person  and  in  the  middle  of  whatever  was  going  on,  but 
now  he  stays  to  himself  or  with  his  own  immediate  family. 

The  best  way,  in  my  opinion,  to  help  is  literature  on 
the  disease  and  being  able  to  talk  to  someone  else  who  is 
going  through  the  same  thing  with  a member  of  their  family. 
Perhaps  comparison  might  be  the  right  word.  It  helps  the 
frustrated  family. 
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1 would  like  to  submit  the  following  personal  testimony 
and  outline  of  problems  and  suggestions  to  aid  you  in  your 
research  of  the  control  and  consequences  of  Huntington's 
disease.  The  presence  of  this  disease  has  dominated  the 
lives  of  members  of  my  husband's  family  for  many  generations 
and  we  pray  that  it  will  be  eliminated  within  ours. 

My  husband  is  a captain  in  the  U.S.  Air  Force  and  fears 
that  if  this  information  were  part  of  his  record  it  could 
adversely  affect  his  career.  Therefore  I am  withholding 
our  names. 

Our  family  consists  of  my  mother-in-law  (age  58) , who 
presently  has  H.D.  in  the  advanced  stages;  her  son  (my  hus- 
band) is  31,  I am  28,  and  we  have  two  children,  ages  3 years 
and  6 months. 

My  mother-in-law  was  diagnosed  in  1973  as  having  Hunting- 
ton's disease.  We  had  at  that  time  absolutely  no  idea  what 
this  disease  was,  or  that  it  would  affect  us  also.  We  had 
sensed  within  the  family  an  attitude  of  shame  and  ignorance  of 
her  condition  even  as  we  pushed  for  her  to  be  seen  by  a doctor 
and  diagnosed. 

There  is  no  way  for  me  to  adequately  portray  the  fact- 
finding process  that  took  place  over  the  following  months.  We 
lived  in  Colorado  at  the  time  and  were  most  fortunate  to  find 
genetic  counseling.  This  was  a big  factor  in  our  quest.  This 
program  was  funded  through  a U.S.  Government  grant  and  carried 
out  through  the  University  of  Colorado.  Mainly  through  this 
counseling,  we  were  educated  in  the  physical,  mental,  and  emo- 
tional ramifications  of  this  disease.  As  a result,  we  under- 
stand our  exact  position  in  being  "at  risk"  for  this  disease. 

We  came  to  terms  with  it  and  put  it  in  perspective  in  our  lives, 
but  not  without  a great  period  of  struggle  and  growth  within 
ourselves.  We  made  the  decision  to  have  children,  have  had 
them,  and  plan  to  have  no  more.  We  made  our  decision  from  a 
position  of  factual  knowledge  and  a Bible-based  perspective 
of  life  itself  and  accept  full  responsibility  within  ourselves 
for  our  decision. 
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However,  I believe  that  we  are  unique  in  our  position. 

Not  many  of  our  generation  and  almost  none  of  our  parents' 
generation  had  the  advantages  of  medical  research  and  family 
counseling.  I believe  that  my  mother-in-law's  case  is  more 
the  norm.  She  saw  her  father  and  brother  die  of  this.  She  saw 
the  strain  on  the  family  and  experienced  the  social  ostracism 
common  to  H.D.  families.  She  saw  her  brother  arrested  as  a 
drunk  because  he  couldn't  walk  a straight  line  and  saw  others 
treated  as  lunatics  because  no  one  understood  their  real  prob- 
lem. 


Despite  all  of  this,  she  decided  to  marry  as  any  other 
young  girl  in  love.  Her  husband  knew  of  the  family  problems, 
but  somehow,  through  myth  and  false  information,  they  rationa- 
lized that  she  would  never  get  it.  So  they  had  one  child. 

In  her  early  forties,  when  she  first  started  to  display 
symptoms  (lack  of  coordination,  uncontrollable  movements)  she 
must  have  known  what  was  starting  to  happen.  Her  husband  must 
have  known  also,  but  it  was  never  discussed.  We  will  never 
know  what  burdens  she  carried  alone  because  her  family  was 
ignorant,  scared,  and  unable  to  reach  out  to  her.  We  will 
never  know  exactly  how  her  husband  rationalized  all  of  this 
"nervousness"  as  being  a product  of  menopause  and  that  she  would 
be  fine  soon.  He  never  communicated  about  it  or  took  her  to 
the  doctor  until  ten  years  from  the  onset  of  the  symptoms. 

I am  sure  they  both  thought  of  H.D.  as  untreatable  as  well  as 
incurable  and  knew  nothing  of  the  new  drugs  available  to  con- 
trol symptoms. 

In  1973,  when  she  was  finally  diagnosed  by  a neurologist, 
she  was  told  that  she  had  three  years  to  live.  That  statement 
has  since  proven  false.  Her  husband,  completely  unable  to 
handle  any  of  this,  still  never  discussed  it  with  her.  She 
became  very  withdrawn,  but  as  much  from  overmedication  (which 
was  later  corrected)  as  from  emotional  withdrawal.  The  family 
as  a whole  continued  to  be  unable  to  meet  her  needs.  This  is 
a complicated  problem  for  all  families,  but  education  is  of 
primary  importance. 

Strictly  medically  speaking,  there  have  been  errors  in 
treatment.  It  is  true  that  she  has  the  benefit  of  new  drugs, 
but  the  medical  profession  is  still  a long  way  from  an  adequate 
treatment  procedure  for  these  types  of  patients.  Her  doctor, 
who  is  involved  in  clinical  research  on  H.D.  and  prominent  in 
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his  field,  is  giving  her  a drug  which  some  say  is  counter- 
productive to  Haldol,  the  main  drug  used  to  treat  this  disease. 
He  is  most  insensitive  to  her  and  is  generally  lacking  in  com- 
passion and  aid  to  the  family  also.  As  I look  for  a new 
doctor,  my  choice  will  be  limited  because  of  the  lack  of 
knowledge  of  this  disease,  even  by  neurologists. 

At  present,  my  mother-in-law  lives  with  us.  She  can 
still  do  most  personal  things  without  assistance.  Her  phys- 
ical condition  is  deteriorating  rapidly.  Her  memory  is 
sharji,  but  there  are  personality  changes  and  signs  of  senility. 
Home  care  is  very  demanding  on  the  family  as  a whole  and 
requires  a strong  family  unit  to  accomplish  it. 

We  have  yet  to  face  the  problem  of  hospitalization  or 
nursing  home  care,  but  I have  investigated  it  already  in  antici- 
pation of  our  need.  Generally,  I have  found  that  nursing  homes 
are  very  expensive  (minimum  $750  a month  for  her  type  care) , 
hard  to  get  into,  and  lacking  in  knowledge  of  this  type  of 
patient.  They  are  reluctant  and  not  equipped  to  take  H.D. 
patients,  especially  if  extreme  mental  complications,  especially 
violence,  set  in.  Then  the  only  option  becomes  a mental 
institution . 

At  present  there  is  no  sharing-of-costs  plan  that  I can 
find  between  Government  and  private  funds.  It  is  an  all-or- 
nothing  situation.  If  she  had  to  go  to  an  institution,  all 
of  her  assets  would  have  to  be  drained  before  she  would  qualify 
for  Medicaid.  Then  any  uncovered  costs  would  have  to  be  paid 
by  us.  She  now  receives  a disability  from  Social  Security, 
but  must  wait  two  years  before  being  eligible  for  Medicare. 

She  has  little  insurance  and  she  could  not  get  any  at  this 
point.  As  an  "at-risk"  person,  it  would  also  be  impossible 
or  very  costly  for  my  husband  to  get  new  life  or  health  insur- 
ance . 


The  effects  of  this  disease  are  very  complicated  and 
far-reaching  upon  individuals,  as  well  as  society  as  a whole. 

I have  only  touched  on  a few  problems  involved  with  one  family. 
However,  I would  like  to  offer  the  following  as  a few  of  the 
basic  problems  and  possible  solutions  as  I see  them. 

(1)  Education  of  the  family — I have  praise  for  the 

counseling  program  available  through  the  University 
of  Colorado  and  would  recommend  more  well-publicized 
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programs  of  this  kind.  Huntington's  families 
must  come  to  a point  where  they  can  conduct 
their  lives  from  an  educated  perspective. 

(2)  Education  of  the  doctors — many  doctors  know 
nothing  of  how  to  treat  an  H.D.  patient. 

(3)  Money  for  research — I see  what  support  for  cancer 
research  has  done  in  the  last  20  years  toward 
control  of  cancer  and  I feel  that  the  same  could 
be  done  to  H.D. 

(4)  Financial  assistance  for  the  family — since  we  are 
neither  very  rich  nor  very  poor,  we  are  virtually 
without  help. 

Thank  you  for  your  efforts  and  concern. 
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Because  their  father  died  in  January  of  this  year  of 
MtuMimonia  as  a complication  of  Huntington's  disease,  my 
s'hildren  and  I first  learned  of  the  history  of  Huntington's 
in  his  family  and  realized  for  the  first  time  that  they  are 
"it -risk"  Huntington's  victims. 

The  children  are  now  30,  29,  and  27  years  old,  all  three 
very  active,  intelligent,  and  probably  better  adjusted  emo- 
tionally than  the  average  person.  My  oldest  son  and  my  daugh- 
ter are  married,  but  have  no  children.  My  youngest  son,  who 
is  27,  is  unmarried.  They  have  all  been  very  stable  people, 
steadily  employed  at  good  salaries,  interested  in  sports,  and 
with  varying  degrees  of  artistic  talent.  My  oldest  son,  30, 
is  a Marine  Corps  veteran  who  received  two  Purple  Hearts  for 
injury  in  Viet  Nam  and  also  was  awarded  the  Navy  Commendation 
medal.  As  a telephone  company  installer,  he  presently  works 
12-14  hours  a day,  six  or  seven  days  a week.  My  youngest  son 
is  a computer  for  an  oilfield  equipment  company,  has  put  himself 
through  two  years  of  college,  and  taken  various  art  classes, 
with  no  financial  assistance  from  anyone.  He  sketches  in  his 
spare  time  and  has  had  continuing  success  in  selling  prints 
of  his  work.  He  also  surfs,  plays  softball,  and  takes  guitar 
lessons.  My  daughter,  29,  is  a map  records  librarian  for  an 
oilfield  records  storage  company,  where  she  works  long  hours. 

Her  interests  also  are  quite  varied.  They  are  all  friendly, 
outgoing  individuals  who  must  face  the  possibility,  actually 
the  probability,  that  at  some  time  within  the  next  few  years 
they  will  begin  a decline  in  health  involving  loss  of  mental 
and  physical  capabilities  leading  to  a slow  death. 

In  my  husband's  family,  his  mother  died  of  Huntington's 
complications  after  more  than  20  years  of  being  institutiona- 
lized, his  sister  died  at  42,  his  younger  brother  is  hospitalized 
and  has  been  diagnosed  as  having  Huntington's,  and  his  sister's 
29-year-old  son  has  Huntington's.  The  three  deaths  were  con- 
firmed by  autopsy  as  Huntington's  disease  being  the  contribu- 
ting factor. 


3-561 


May  3,  1977 


Dallas,  Texas 


ANONYMOUS 

HOUSTON,  TEXAS  APRIL  20,  1977 


It  is  with  great  trauma  that  I attempt  to  put  into  words 
the  story  of  my  life  with  a mother  who  had  Huntington's  chorea. 

My  mother  died  in  November  1976  at  the  age  of  72,  after  hav- 
ing strongly  displayed  symptoms  for  over  35  years.  Please 
accept  my  effort  to  make  sense  in  this  story,  as  my  wounds 
are  still  very  raw. 

When  I was  in  junior  high  school,  my  mother  was  as  normal 
as  I can  remember  her  ever  being,  and  that  was  accompanied  by 
strange  behaviors  spasmodically.  By  the  time  I was  in  high 
school,  life  was  a nightmare  for  me.  Mother  switched  between 
being  euphoric  and  volatile,  and  I never  knew  what  to  expect. 
Usually  she  would  completely  lose  control,  lash  out  in  a fit 
of  anger,  and  I never  knew  what  caused  it.  She  grew  increasingly 
sloppier  in  her  appearance,  and,  being  at  a sensitive  age,  I 
was  most  embarrassed  to  be  seen  with  her.  To  take  a friend 
home  with  me  after  school  or  to  await  a date  picking  me  up  was 
always  accompanied  with  a churning  stomach,  headache,  and  break- 
ing out  in  a cold  sweat.  I never  knew  what  to  expect. 

By  the  time  I was  in  college,  neighbors  would  call  me  at 
Rice  University  and  track  me  down  to  tell  me  that  "I  had  better 
come  home  and  see  about  my  mother."  This  usually  meant  that 
she  had  been  in  the  yard,  yelling  at  the  neighbors  about  God 
only  knows  what!  During  this  period.  Mother  had  less  control 
over  her  extremities.  She  acted  as  if  she  had  St.  Vitus'  Dance. 
She  had  several  operations  during  this  period  of  her  life,  and 
the  doctors  never  referred  to  her  emotional  state  or  strange 
behavior.  This  only  confirmed,  in  my  mind,  that  Mother  was 
just  a nervous  wreck.  My  father  used  the  "head-in-the-sand" 
approach  to  her  in  order  to  survive;  that  left  me  with  the  bur- 
den of  what  to  do,  since  my  sister  (the  only  other  offspring 
still  living)  was  married  and  not  living  in  Houston.  I carried 
this  burden  by  never  talking  about  my  mother,  to  the  point  that 
many  close  friends  thought  she  was  dead. 

When  I graduated  from  college,  my  parents  moved  to  Fort 
Worth;  and  I,  joyfully,  stayed  in  Houston  and  began  teaching 
school.  A year  and  a half  later,  I married.  How  I ever  emo- 
tionally got  through  the  wedding  with  Mother  is  still  a 
mystery.  It  was  solely  the  grace  of  God  that  pulled  me  though. 
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To  think  that  my  future  husband  would  want  to  marry  me  after 
meeting  my  mother  was  too  much  of  a blessing  to  be  true.  A 
year  later,  we  had  our  first  child,  and  Mother  came  to  Houston 
to  take  care  of  me."  She  left  after  three  exhausting,  horri- 
ble days,  and  I was  ready  to  go  back  to  the  hospital. 

During  these  years  (Mother's  middle  to  late  forties) , 
her  personality  continued  to  change  and  she  became  increasingly 
more  volatile,  with  spurts  of  uncontrollable  laughter.  I 
cringe  still  when  I look  back  on  the  family  dinners  with  my 
in-laws  and  my  children.  I had  terrible  headaches  before  and 
^fter  each  encounter.  Daddy  continued  to  ignore  Mother's 
behavior,  and  would  not  help  me  get  her  to  a doctor,  even  when 
she  took  a butcher  knife  and  tried  to  attack  him  or  one  of  my 
children.  A sad  note:  at  one  point.  Mother  went  to  the  dental 

school  to  see  about  her  teeth.  She  sat  all  day  long,  and  no 

one  would  help  her.  I was  not  there,  but  I imagine  her  behav- 

ior was  frightening.  Finally,  after  six  hours,  one  dentist 
told  her  to  go  home,  they  would  not  look  at  her  mouth,  and 
advised  her  seeing  a psychiatrist.  She  was  devastated,  but 
still  refused  medical  help. 

When  Mother  was  in  her  early  sixties,  she  backed  into  a 
space  heater  and  burned  50  percent  of  her  body.  Daddy  called 
me  three  days  later,  and  thought  she  needed  to  see  a doctor  I 
He  would  not  take  her.  In  the  middle  of  the  night,  a doctor 
and  I v/ent  to  see  her.  He  immediately  called  an  ambulance. 
Gangrene  had  set  in.  I asked  the  doctor  to  please  call  in  a 
neurologist  and  help  me  find  out  what  was  wrong  with  Mother. 

It  seemed  to  me  that  this  accident  could  turn  into  a blessing, 
if  we  could  put  a label  on  what  was  wrong  with  her  and  get 
some  help.  A neurologist  was  called  in,  and,  after  extensive 
tests,  told  me  that  Mother  was  in  the  advanced  stages  of  a dis- 
ease I had  never  heard  of ...  Huntington ' s chorea.  He  explained 
the  hereditary  aspects,  and  told  me  there  was  nothing  I could  do 
to  help  her... or  help  myself.  Had  I only  known  that  some  kind 
of  research  was  being  done,  this  would  have  been  a great  com- 
fort. But  I was  left  with  nothing  to  do  but  sit  and  wait  and 
see  if  I "got  it." 

From  the  background  information  on  Mother's  family,  the 
neurologist  concluded  that  my  grandmother  (maternal)  and  possi- 
bly two  uncles  had  also  had  Huntington’s  chorea,  though  this 
label  was  never  attached  to  their  sicknesses. 
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Mother  underwent  extensive  skin  graftings  in  the  hospital 
for  six  weeks.  At  the  end  of  that  time,  the  surgeon  told  me 
I could  take  her  home,  and  I panicked.  I felt  that  care  at 
home  was  totally  out  of  the  question,  for  Daddy  would  not 
help.  I then  looked  at  or  called  43  nursing  homes  to  see  who 
could  take  her  on  what  we  could  afford  to  pay.  We  found  one, 
and  she  stayed  there  for  six  months.  I found  out  later  that 
they  had  controlled  her  by  giving  her  four  times  the  amount  of 
Thorazine  prescribed  by  the  doctor  I 

After  six  months.  Daddy  made  the  one  and  only  decision 
of  his  entire  life,  and  it  was  a bad  one:  bring  your  mother 

home  tomorrow I He  had  not  consulted  a doctor  or  the  nursing 
home,  and  they  dismissed  her  in  a state  of  shock,  against  all 
advice . 

We  tried  to  take  care  of  her  at  home  for  the  next  year, 
and  this  proved  impossible.  Daddy  finally  agreed  that  she 
needed  to  be  committed,  since  we  feared  for  our  lives  as  well 
as  hers,  and  we  could  not  find  any  facility  affordable  by  us 
that  would  take  her. 

My  sister  was  living  in  Florida  at  that  time.  I called 
her,  insisted  that  she  come  and  that  we  take  the  step  together, 
though  I actually  signed  the  commitment  papers.  In  Houston, 
in  order  to  have  a member  of  one's  family  committed,  many  forms 
must  be  filled  out,  the  patient's  doctor  must  concur  with  the 
action  in  writing,  and  two  psychiatrists  at  Jeff  Davis  Hospital 
must  examine  her  and  decide  whether  commitment  is  in  order  or 
not.  If  the  psychiatrists  agree  that  commitment  is  needed, 
and  the  patient  voluntarily  signs  the  papers,  the  patient  is 
then  sent  to  the  Austin  State  Hospital.  If  the  patient  will 
not  sign  the  papers,  a court  hearing  takes  place  in  the  hospital, 
and  a judge  rules  on  the  case. 

The  first  hurdle  was  to  get  Mother  to  Jeff  Davis  Hospital. 
The  Sheriff's  Department  had  to  send  two  men  to  get  her.  As 
soon  as  they  got  her  to  the  hospital,  she  was  given  medication 
to  calm  her  (the  neurologist  having  foreseen  this  problem) 
and  she  was  wild.  Within  three  days,  the  psychiatrists  agreed 
that  immediate  commitment  was  urgently  needed;  and,  somehow, 
they  got  Mother's  signature  on  the  papers.  She  was  taken  to 
Austin  in  an  ambulance,  strapped  down,  with  no  stops  along 
the  way.  I sought  help  from  the  hospital  and  from  the  Austin 
State  Hospital  on  coping  with  this  situation,  and  received 
none . 
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The  next  phase  is  nightmare  number  1000.  From  the  time 
Mother  was  admitted  into  the  Austin  State  Hospital,  her  social 
worker  tried  to  get  her  outl  I knew  the  commitment  was  for 
90  days,  and  that  her  case  would  be  renewed  after  that  time; 
but  before  the  first  90  days  was  up,  I received  nothing  but 
frustration  from  Austin.  One  doctor  in  that  whole  institution 
agreed  that  Mother  could  be  best  cared  for  there,  and  that 
over  his  30  years  in  Austin  State  Hospital,  there  were  more 
patients  with  Huntington's  chorea  than  with  any  other  illness. 
But  this  doctor  was  outnumbered  by  overzealous  case  workers 
who  wanted  their  statistics  to  look  good.  Their  theme  song 
was  "Get  them  in  and  get  them  out."  My  resentment  and  frustra- 
tion increased.  No  one  realized  how  devastating  it  was  for 
me  to  have  to  take  the  step  of  going  through  commitment  pro- 
ceedings in  the  first  place;  and  to  have  that  followed  by  a 
series  of  case  workers  trying  to  throw  her  out! 

I had  no  help  in  coping  with  what  to  do  for  Mother,  only 
unfeeling  persons  who  called  themselves  social  workers  trying 
to  make  their  records  look  good.  They  tried  to  send  her  home 
on  "furlough"  for  Christmas,  stating  she  could  stay  v^zith  me 
for  a month.  I immediately  let  them  know  that  in  no  way  was 
this  possible,  for  Mother  or  for  me.  During  the  time  they 
wanted  to  send  her  home,  she  was  in  restraints  constantly  in 
the  hospital,  even  at  night.  With  the  sides  up  on  her  bed, 
and  with  her  hands  tied  to  the  sides  of  the  bed,  she  still 
managed  to  repeatedly  fall  over  the  side.  At  one  stage,  she 
knocked  out  all  her  front  teeth,  blacked  both  eyes,  and  had 
swollen,  huge  bruises  over  her  entire  body.  And  they  wanted 
to  send  her  home  on  furlough?  I could  not,  nor  will  I ever, 
understand  their  reasoning. 

When  Mother  was  admitted  into  the  hospital , forms  were 
sent  to  me,  asking  me  to  give  exact  details  on  any  and  all 
income  she  had.  Based  on  what  she  had  (which  was  her  home 
and  Social  Security  check  each  month) , they  based  a figure 
that  I would  pay  the  hospital  each  month.  I sent  whatever 
they  asked  over  the  next  five  years,  while  the  constant  battle 
with  the  social  workers  continued. 

Then  the  hospital  pulled  its  final  and  worst  coup.  A 
claims  adjuster  sent  me  a letter,  stating  that  I owed  the 
Austin  State  Hospital  $11,000  for  back  payment.  I,  of  course, 
showed  him  every  bit  of  correspondence  I had  had  with  the 
hospital,  and  all  canceled  checks.  His  retort  was  that  this 
was  the  amount  they  had  spent  on  her  care  over  and  above  what 
I had  sent!  His  suggestion  was  that  Daddy  sell  his  home,  and 
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give  every  cent  of  Mother's  share  to  pay  this  debt.  I wanted 
to  take  this  to  court,  but  my  lawyer  advised  against  it,  say- 
ing that  I would  end  up  spending  more  than  the  house  was  worth. 
So,  my  father  and  I sold  his  home,  he  moved  in  with  me,  and 
we  gave  the  hospital  what  they  asked  for. . .but  only  after 
several  letters  back  and  forth  from  Austin.  When  I agreed  to 
sign  the  papers  and  give  mother's  money  to  them,  it  was  with 
the  stipulation  that  I had  from  them,  in  v/riting,  proof  that 
they  would  take  full  responsibility  for  Mother  should  they 
continue  trying  to  get  rid  of  her.  They  would  be  responsible 
for  finding  a nursing  home  or  institution  that  would  take  her, 
and,  when  that  failed,  be  responsible  for  having  her  recommit- 
ted. I could  not  go  through  that  again.  I finally  received 
a letter  that  I was  satisfied  v;ith,  and  I gave  them  everything 
Mother  had.  I will  always  resent  this  action  on  the  part  of 
the  Austin  State  Hospital,  knowing  they  are  Federally  funded 
and  were  receiving  ample  money  for  Mother's  care.  After  that, 

I filled  out  papers,  upon  their  request,  placing  Mother  on 
welfare.  This  hurt. 

The  Austin  State  Hospital  moved  Mother  within  a year  to 
a nursing  home  in  Austin,  where  she  remained  for  three  years 
until  she  died. 

During  the  last  five  years  of  Mother's  life,  she  did  not 
recognize  me  at  all.  She  had  to  be  restrained  in  a chair 
because  she  could  not  sit  up.  She  had  to  be  fed  with  an  eye- 
dropper, and  swallowing  was  most  difficult.  She  had  to  be 
restrained  in  bed  as  well. 

Mother  was  72  years  old  when  she  died  of  bronchial  pneu- 
monia. I cannot  rememJDer  when  she  was  normal,  so  there  are 
no  memories  except  nightmares. 

I know  this  accounting  is  jumbled,  and  I do  apologize  for 
that.  It  is  difficult  for  me  to  sift  through  unpleasant  memo- 
ries and  try  not  to  be  emotional  about  them.  My  age  is  48, 
and  my  sister's  is  50.  At  this  point  neither  of  us,  to  our 
knowledge,  has  demonstrated  any  signs  of  Huntington's  chorea. 

My  husband  and  several  doctors  have  strongly  advised 
against  my  telling  my  three  children  (ages  18,  22,  and  24) 
about  Huntington's  chorea  being  in  the  family  and  letting 
them  know  their  risks.  Their  reasoning  has  been  based  on  the 
fact  that  I have  not  demonstrated  any  symptoms,  and  therefore 
why  burden  their  lives  with  something  that  will  probably  never 
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liappon  to  them?  My  feeling  is  not  the  same.  I feel  I must 
tell  them,  but  I want  it  to  be  with  my  husband's  support. 
Therefore,  I must  remain  anonymous  at  this  time. 

In  conclusion,  I would  like  to  tell  you  what  I believe 
would  have  helped  me  through  those  horrible  years,  and  what 
will  give  me  hope  now: 

1.  If  I could  believe  that  sufficient  research  was  tak- 
ing place  to  find  early  symptoms,  I would  be  able  to  cope 
better  with  my  unknown  future  and  the  unknown  future  of  my 
children.  This  is  the  only  help,  as  I see  it,  that  any 
Huntington's  chorea  family  can  have.  I don't  care  about 
myself,  but  my  children  are  my  breaking  point.  Research  is 
the  only  answer  for  help  for  me.  I urge  you  to  spend  your 
money  in  this  concrete  direction.  Give  us  some  hope,  please. 

2.  Please  inform  doctors  of  the  nature  of  the  diffi- 
culties involved  in  coping  with  life,  for  people  like  me. 

They  gave  me  no  help  whatsoever.  By  the  time  Mother  displayed 
overt  symptoms  of  Huntington's  chorea,  there  was  nothing 
constructive  that  could  help  her.  The  families  need  help, 

and  this  help  must  come  in  the  form  of  understanding  what  the 
families  are  going  through. 

3.  Nursing  homes  that  don't  cost  a fortune  that  will 
accept  H.C.  patients.  The  costs  for  a family  without  means 
is  crushing.  Most  of  us  don't  have  the  money  to  provide  the 
kind  of  care  I would  like  to  have  given  my  mother.  Commitment 
is  a terrible  thing  to  have  to  go  through. 
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ANONYMOUS 


DECEMBER  27,  1976 


I want  to  express  my  feelings  about  what  H.D.  has  meant 
to  me  and  my  family.  My  husband  is  34  years  old.  He  was  a 
healthy,  outdoor  type  until  H.D.  developed.  He  can  still 
walk,  but  has  muscle  spasms  a lot.  No  words  can  adequately 
express  our  anguish  and  fear.  Each  day  is  a living  hell. 

We  have  no  meaningful  future,  and  fear  for  the  children  is 
always  in  my  mind.  I try  to  live  each  day  with  the  hope 
there  will  be  a cure  soon . 

Of  course,  there  is  a lot  of  medical  expense,  but  the 
worst  thing  is  the  social  and  emotional  problems.  The  chil- 
dren are  embarrassed  to  have  friends  over,  and  it  seems  that 
people  stay  away  on  purpose.  He  is  careless  with  his  appear- 
ance, gets  angry  easily,  drools,  chokes  easily,  spills  food, 
etc.  These  are  just  a few  of  the  many  problems  an  H.D. 
patient  has. 

This  disease  is  the  most  horrible  thing.  It  has  ruined 
our  marriage,  and  it  is  very  difficult  to  keep  from  getting 
depressed,  but  I know  I have  to  be  strong  for  the  children's 
sakes . 
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APRIL  20,  1977 


>Mmos,  male,  30  years  old,  single,  5 '6",  weight  100  pounds: 

Brother  of  Billie  Ruth  (she  is  an  H.D.  patient).  A 
very  neat,  well-dressed,  clean  person  who  went  to  work  every 
tiay.  A personality  change  at  about  25  years  of  age  to  an  un- 
kempt appearance  with  only  odd  jobs.  At  times  he  would  sleep 
24  hours  without  me  being  able  to  get  him  out  of  bed.  His 
fingers  were  held  at  a very  straight  stiff  angle.  He  began 
to  stagger  to  the  left  with  a half-running,  half-walking 
appearance,  which  caused  police  to  pick  him  up  as  being  drunk. 
There  were  times  he  would  tell  people  he  was  an  out-of-town, 
very  successful  person,  etc. 

He  was  living  in  Houston  where  he  met  a pre-med  student 
who  took  him  to  a doctor.  l was  called  by  the  doctor  and  I 
confirmed  his  real  father  had  died  with  H.D.  James  was  ad- 
mitted to  a rest  home  in  August  of  1976. 

Maybe  this  doesn't  have  any  connection,  but  James  has  had 
rotted  teeth  since  he  was  22  and  does  need  to  have  them  pulled, 
but  refuses  to  go  to  the  dentist.  He  only  needs  a haircut  every 
two  to  three  months  now.  Several  years  ago  he  got  his  hair  cut 
every  two  to  three  weeks. 

This  has  been  no  expense  to  me,  since  the  state  welfare 
has  paid  all  bills. 

Unmarried — no  children. 

Billie,  female,  34  years  old,  divorced  twice,  5 '6",  weight 
107  pounds: 

At  the  age  of  25,  committed  to  state  hospital  at  San 
Antonio,  Texas  for  60  days,  "suicidal  with  dual  personality." 

A very  pretty  and  sweet  person  today,  next  week  a hateful, 
cursing,  down-and-out  person  with  no  respect  for  anyone  or 
self.  After  release  from  hospital  she  took  therapy  at  Wilford 
Hall — very  uncooperative.  At  this  time  we  noticed  a jerking 
of  her  fingers,  which  has  stayed  with  her  all  the  time.  In 
November  1973  she  was  left  with  three  children.  I took  her  to 
welfare.  She  was  referred  to  the  Mental  Health  Department, 
then  to  a psychiatric  clinic  for  evaluation;  here  it  was  deter- 
mined she  was  unable  to  work  and  was  put  on  welfare  and  Medic- 
aid. She  entered  Bexar  County  Hospital  July  1974  to  the 
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neurology  ward  for  tests.  Results--possible  H.C.D.  if  I, 
the  mother,  could  find  it  in  our  family  history.  Social 
Security  notified  me  in  February  1975  their  father  died. 

I worked  until  I got  a death  certificate  and  medical  records 
proving  that  their  father  died  at  the  age  of  53  with  H.C.D. 
With  this  information  the  doctors  confirmed  Billie  Ruth  had 
H.C.D.  At  present  she  is  falling,  eats  very,  very  slow, 
spills  food,  chokes  on  any  and  everything.  She  tells  us  she 
sees  but  is  unable  to  project  just  where  the  objects  are,  her 
speech  is  very  slurred,  tiny  veins  on  her  legs  from  her  knees 
down  are  very  visible.  She  tends  to  drag  her  right  leg,  but 
falls  to  the  left  or  backwards.  She  is  immune  to  colds  or 
any  other  virus  the  children  bring  home  from  school.  For 
several  years  she  didn't  feel  temperature  changes,  but  for 
the  last  six  months  she  seems  to  notice  weather  changes.  The 
only  pain  she  has  had  in  about  eight  years  is  her  back  hurts 
(within  the  last  30  days).  She  shows  very  little  emotion, 
but  seems  to  be  very  depressed  at  times  and  will  mumble  day 
and  night. 

At  the  age  of  27  she  had  most  of  her  teeth  pulled;  she 
does  have  partial  plates;  she  doesn't  need  her  hair  cut  as 
often  now. 

As  to  the  expense — I did  see  the  hospital  bill  (which 
Medicaid  paid)  for  19  days  was  $1,390.00.  I did  not  see  any 
doctor  bills. 

I,  the  mother,  and  the  father  had  three  children:  two 

girls  and  one  boy  (Billie  Ruth,  James  and  Colleen).  All  I 
knew  about  Willie's  family,  his  mother  died  in  Rusk  Hospital 
before  we  were  married.  I never  knew  her.  He  was  only  6 or  7 
when  he  last  saw  his  mother.  Our  daughter,  Colleen,  shows  no 
signs  of  H.C.D.  but  is  only  24  years  old.  I have  four  grand- 
children . 
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